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TEMOPPATHYECKWI CUHIPOM B
KJIMHUYECKOM MPAKTUKE

Knura mocesiieHa OJHON M3 BaXHEHIIUX MPOOJEM COBPEMEHHOM KIIMHHYC-
CKOH MEIWIIMHBI — AUArHOCTUKE, MU(dEepeHITNAIBHON TUarHOCTHKE U JICYCHHUIO Te-
MOpparnueckux 3a00JeBaHUN W CHUHAPOMOB. B KIMHWYECKOW MPAKTHKE HEPEIKO
BCTPEUYAIOTCS PacCTPOMCTBA CUCTEMBI IeMOCTa3a, MIPUBOJIAIINE K IMOBBIIICHHOW KpPO-
BOTOYUBOCTH ¥ YTPOXKAIOIINM KH3HU KPOBOTECUCHHUAM. 3a TIOCIIEAHUE TOIbI YICHUE O
NaTOJIOTUH CUCTEMBI TEeMOCTa3a MHTCHCHBHO pa3padateiBacTcs. I1y0aukyeTcss HoBas
UHGOpPMAIKS O Pa3IUYHBIX HACJICIACTBCHHBIX M NMPHOOPETCHHBIX IeMOPParndecKux
3a0oneBanusax. CHHTE3UPOBAaHBI HOBBIC BBICOKOA()(DEKTUBHBIC TpemapaThl s Jeue-
HUS 3a00JICBaHUM, CBSI3aHHBIX C IMATOJIOTHEH CBEpThIBAIOMICH CHCTeMBbI KpoBH. [Ipm
3TOM HEOOXOIUMO WUMETh B BHIY, YTO MHOTHE HETreMaTOJIOTMYECKHE 3a00JIeBaHUs
HEPEJIKO COMPOBOXKJIAKOTCSA PACCTPOMCTBAMHU CHCTEMBI reMocTasa. [loaToMy 3HaHUE
MATOJIOTHU JAaHHOW CUCTEMBI OyJeT criocOOCTBOBATh OBICTPOM M TOYHOM TUArHOCTH-
Ke 3a00JIeBaHUsS a, CJIEJOBAaTEIbHO, U BBHIPAOOTKE CBOCBpPEMEHHON W A()PEKTHBHOMN
TaKTHKA JiedeHus. M3ydeHmem mpoOjeMbl TeMocTa3a 3aHMMaeTcs HaydHo-
MpaKkTHYeCKas TUCIUIUTMHA — TeMocTa3nonorus. Kak u Beskas HaydHas TUCIHUILIMHA,
OHA MMEET AKCIEPUMEHTAILHOS M KIMHHYECKOES HaIpaBieHHs. Bpauy-KIWHULIHCTY
HEOOXOUMO 3HATh OCHOBBI KIIMHMYECKOH IeMOCTa3nojaorud. MoHOrpaguio aBTOPHI
MMOCBATHIIM KaK HanOOoJIee YaCcTO BCTPCUAOIIMMCS B KIIMHUYECKON MPAKTUKE TEMOP-
parudyeckuM 3a00JICBaHHMSIM W CHHAPOMAM, TaK W PEJIKUM I'eMOPpParndyecKuM JhaTe-
3aM, JIMAarHOCTHKA KOTOPBIX YacTo OBIBACT 3aTpyAHUTENbHON. KHHTa mMinIrocTpupo-

BaHa pa300paMy KIMHUYECKUX HAOIIOACHUN U3 TUYHOU MPAKTUKU AaBTOPOB.

Bbmarosemenck, 2014
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HAEMORRHAGIC SYNDROME IN CLINICAL PRACTICE

The book is dedicated to one of the most important problems of modern clini-
cal medicine - diagnosis, differential diagnosis and treatment of n - hemorrhagic dis-
eases and syndromes. In clinical practice, quite often there are disorders of the hemo-
static system, leading to increased blood - votochivosti and life-threatening bleeding.
Over recent years the doctrine of the pathology of the hemostatic system has made a
huge step forward. New information about the various hereditary and acquired bleed-
ing disorders. There are new high-performance products for the treatment of diseases
associated with the pathology of the blood coagulation system. Is necessary to have
in mind that many non-hematologic diseases may be accompanied by disorders of the
hemostatic system. Therefore, knowledge of this pathology will facilitate rapid and
accurate diagnosis of the disease and, consequently, and making timely and effective
treatment strategies. Tion study of the problems involved in hemostasis scientific and
practical discipline - hemo- staziologiya . Like any scientific discipline, it is experi-
mental and clinical directions. Clinicians need to know the basics of clinical Hemo-
stasis. Monograph devoted to the authors as the most frequently encountered in clini-
cal practice hemorrhagic diseases and syndromes and rare bleeding diathesis whose
diagnosis is often difficult. The book is illustrated parses clinical cases of personal

experience of the authors.

Blagoveshchensk, 2014
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HPEANC/IOBHUE

[IpakTUKYIOIIXM BpayaM 4YacTO MPUXOJHUTCS CTAIKUBATHCS C PA3IMYHBIMH HPOSIBICHUSIMH
KPOBOTOUYMBOCTH. KpOBOTEUEHUSAMH MOTYT COIPOBOXAATHCS 3a00JIEBaHUSI MHOTHUX OPraHOB U CH-
creM. ['eMopparnueckuii CHHAPOM MOXET OBITh NMEPBBIM M BHAYaJIE €IMHCTBEHHBIM IPOSIBICHUEM
TSKENbIX 3a00s1€BaHU KpoBU (OCTpbIE JIEWKO3bI, alylacTUUecKas aHeMus U 1p.). MHorue 3aboune-
BaHUS, COMPOBOXKAAIOUINECS TeMOPPAarnYecKUM CHHAPOMOM, MOTYT MMETh HACIEeJICTBEHHBIH Xa-
paktep. KpoBoTeueHusimu, opraHoMeraianeil 1 3MEHEHUSIMU B aHAJIN3aX KPOBU MOTYT COIIPOBO K-
JaThCsl Pa3IMYHbIC HETeMATOJIOTHIECKUE 3a00eBaHus (IIMPPO3bI IEYCHU, CUCTEMHAsI KpacHast BOJI-
YaHKa, 3JJ0Ka4YeCTBEHHbIE HOBOOOPA30BaHMs U T.X.). B JaHHBIX cUTyalusx oueHb Ba)KHA CBOEBpE-
MEHHasl ¥ TIPaBUJIbHAS JIUAarHOCTHKA TPUYMHBI BOSHUKHOBEHUS KPOBOTCUCHHS.

3.C. Bapkaran (1988) ormeuan orpoMHbI€ TPYAHOCTH, C KOTOPBIMH CTAJIKHUBAIOTCS aBTOPBI
paboT MO KIMHUYECKOH TeMOCTa3HOJIOTHH, TIOCKOJIBKY MM TPUXOJMUTCS OCBEIaTh HE TOJIBKO BO-
MPOCHI TTaTOTeHe3a, KIMHUKH U JICUEHHs] COOCTBEHHO I'eMOpparnvdeckux 3a00JeBaHUN M CHUHIPO-
MOB, HO M BTOPTaThCsl B BONPOCHI JHATHOCTHKH U TEpaniy (POHOBHIX 3a00JI€BaHNHN, pa3HOOOPa3HBIX
OCJIOKHEHUHW JPYro cOMaTuuecKo maroioruu. ['emobmacTo3aMu U peIKUMHA TeMaTOJIOTHIECKUMHA
3a00JIeBaHHUSIMHU, B OOJIBITMHCTBE CIIyYaeB, 3aHUMAIOTCS CIICITUAUCTHI — remaToiorn. Ho Hanbonee
9acTO BCTPEYAIOUIUMICS 3a00JIEBAHUSIMH, TPOTEKAIONINMH C Pa3BUTHEM T€MOPPAarmdeckoro CHH-
npoma (remo¢uius, 6o1e3Hb Buinebpanna, ayrouMMyHHas TpPOMOOIIUTONIEHHYECKasi mypIypa, re-
Mopparuveckuit Backyaut, JIBC — cHHIpOMBI) Hapsay ¢ reMaToJOTraMH, MPUXOJAUTCS 3aHUMAThCS
BpauaM CaMbIX Pa3JINYHBIX CHEIHATBHOCTEH. YUUTHIBas TOT (aKT, YTO TEMOPPArnIecKuii CHHAPOM
MOJKET OBITh MPOSIBICHUEM CaMbIX Pa3IMUYHBIX COMATUYECKUX 3a00JI€BaHUM, Mbl IOCUUTAIN HEOO-
XOAMMBIM M3JIOKUTh B KHUI'E JaHHBIE O Han0o0JIee 4acTO BCTPEUAIOLIUXCS TEMOPPArnyecKux JIuare-
3ax.

3HAKOMCTBO Bpaya ¢ MalMeHTOM HauMHAaeTcsl co cOopa aHaMHe3a M 0OBEKTHBHOIO OCMOTpa
6onbHOr0. Ha 0CHOBaHMM KIMHMKO—aHAMHECTUYECKUX JaHHBIX CKJIAAbIBACTCA IPEABAPUTEIBHOE
BIIEYATJIICHUE O HO30JIOTMM U COCTaBJIAETCS IUIaH JuddepeHnnanbHoi quarHoctuki. Ha ocHoBa-
HUM KJIMHUKO—AHAMHECTHUYECKOI0 MCCIEeI0BaHMs MallMeHTa C MaToJIOTHeil reMocTa3a KIMHULUCT
JIOJDKEH OIPEeNeNINTh, KAKOW TUII KPOBOTOUMBOCTU UMEET MECTO B JAHHOM CIIy4ae M B 3aBUCUMOCTH
OT 3TOr0 COCTaBUThH IIJIaH J1JAOOPATOPHO — MHCTPYMEHTAIbHBIX TUArHOCTUYECKUX MEPOINPUSTUH.
JIaHHBIH METOJI0JIOTHYECKUH TOJX0/1, HAUMHAIOIUICS C ONpeIesIeHHs TUIla KPOBOTOYMBOCTH y Ia-
LUEHTA, MbI [IOCUUTAJIN 11€J1€CO00Pa3HbIM UCIOIb30BATh IIPU HAIMMCAHUN JAaHHOM KHUIH.

I'emodunus uzBectHa ¢ qaBHux nop. Tammyxa (1l Bex 10 Hamie# 3pbl) cooOimaer o rudenu
MaJIbYMKOB OT HMOTEPU KPOBU MOCIE pUTyalbHOro oOpe3anus. I'emoduimeit crpajaim MHOTHUe 1mo-
TOMKH MY>KCKOT'O I10J1a aHIJIMHCKOI KopoJieBbl Bukropuu, npanpaBHykoM KoTopoit 6bu1 U Poccuii-
ckuil napeBud Asekceld. OTKpbITHE aHTUTeMO(DUIBHBIX U JAPYTUX (aKTOPOB CBEPTHIBAHUS 3aBEp-
LIMJIOCh pa3pabOTKOM TEOPUM M CXEMbI KacKajia CBEpThIBaHUS KpOoBH. Bo3HMKIIa HEO0X0AUMOCTh B
nonyueHuu gaxtopoB VIII u IX B xoHuenrpupoBanHoii popme. Co BpeMeHEM METOJIbI MOJTy4e-
HUS (PaKTOPOB CBEPTHIBAHUS IMOCTOSHHO YCOBEPILIEHCTBOBAJIKCH C II€NIbI0 00Jiee MOJTHONH OYHMCTKH,
MHAKTHBAIlUM BUPYCOB U TIOBBIIIEHUS B MX YAEIbHOW KOHIIEHTPALUU aHTUTeMO(PHUIBHBIX (PaKkTo-
poB. BO3MOXHOCTH IIHMPOKOTO MCHOJIB30BAHUS BHayaje KPUOINPELMIIUTATA, a 3aT€M BBICOKOOYH-
IIeHHBIX BUpycOezonacHbIX KoHIeHTpaTtoB VIII u IX ¢akropoB mepeBenu reMopUINIO U3 YUCTO
reMaroJIoru4eckoi mpobiaeMsl B opronennueckyro. Hamuune coBpemenHbIX KoHIEHTpaToB VI n
IX ¢akTOpoB aeT BO3MOKHOCTh MPOBEIEHHS SIKCTPEHHBIX ONMEPATUBHBIX BMEIIATEILCTB 3TUM Ia-
[UEHTaM B JIIOOOM XHPYpPTUYECKOM cTaloHape. Vcrosib30BaHHME KOMMEpPYECKHX IpernapaTroB
HEIOCTAOLIEro (hakTopa CBEPTHIBAHUS CIOCOOCTBOBAJIO BO3MOXKHOCTH MPO(UIAKTUYECKOTO Jiede-
HUs 601bHBIX TeMomusaMu A u B. Takum o6pa3zom, BeaeHueM 060J1bHOTO reModuirel B HacTosI-
11ee BpeMs MPUXOJUTCS 3aHUMAThCS HE TOJIBKO I'eMaToJIOry, HO M OPTOIeAy a TakXkKe Bpayam psaja
JPYrUX CHelHaIbHOCTEH.

[TaTonorust TpoMOOLIUTAPHO — COCYAUCTOTO I'eMOCTa3a OueHb OOIIMpPHA M Pa3HOOOpa3Ha.
[ToMrMO mEepBUYHON TIeMaTOJOTWYECKON MaTOJNOTHH (AyTOMMMYHHAss TPOMOOLMTONEHUYECKAs
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MypIypa, BPOXKACHHbIE TPOMOOLUTONIATHH U JIP.), MOXKET UMETh MECTO MHOKECTBO CUMIITOMATHYe-
CKUX TPOMOOLMTONECHUN W MPUOOPETEHHBIX TPOMOOIIUTONIATUN, COTIPOBOXKIAIOIINX MHOTHE Here-
MaToJIOTHYECKUE 3a00J1€BaHMs U IIPOBOJAUMYIO MEIMKAMEHTO3HYIO0 Tepanuio. OO 3TOM Halo 3HATh
KJIMHHUIACTaM BCEX CHEUUATbHOCTEW, 4TOOBI HE OMIMOMTHCS B AMAarHOCTUKE M BHIPAOOTAaTh Ipa-
BUJIbHYIO JIEU€OHYIO TAKTHKY.

B. T. JIpraeB snurpadomM K cBoeil MoHorpaduu «/lparHocTuka u Jie4eHHEe JUCCEMUHHPO-
BAHHOTO BHYTPHCOCYIMCTOTO CBEPTHIBAaHUS KpPOBM» B3sul cioBa akaaemMuka A. M. BopoObeBa:
«Kaxnapiii uenoBek Berpevaetcs ¢ JIBC — cMHAPOMOM Kak MUHHUMYM JIBaKJIbI: KOTJIa POXKIACTCS U
korga ymupaet». JlecrBurensno JIBC — cuHIpoM HACTOJBKO pacipoCTpaHEHHAsi MaTOJIOTHS, YTO
KKl KIMHULUCT BCTPEUYAETCS] C HUM 3@ CBOIO IPAKTUKY HEOJHOKpAaTHO. COBpEMEHHBIE JOCTH-
KEHUS B 00J1aCTH AUarHOCTUKU U jeueHus [IBC — cunapoma 1no3Boiamiau 3Ha4YUTENbHO CHU3UTH Jie-
TaJbHOCTh MpPH 3TOM TsHKENON martonoruu. B To ke BpeMms ycmex B JiedeHMH OoJibHbIX ¢ JIBC-
CHUH/IPOMOM BO MHOT'OM OIIpeieNsieTcs ObICTPOTON U CBOEBPEMEHHOCTHIO €r0 IMarHOCTUKHU U He3a-
MEJUINTENbHBIM Ha4aJIOM COOTBETCTBYIOIIEH aJIeKBaTHOM Tepanuu.

[Ipumenenue BapdapuHa U IpYruxX aHTUKOATYJISIHTOB HEMPAMOTO IEHCTBUS Ui pouiIak-
TUKH TpoMOOOOpa3oBaHUsl y OOJNBbHBIX C HAPYLUICHUSIMU CEPJIEYHOr0 PUTMA U IPYrOd COCYAMCTOMN
MaTOJIOTHEN, TeMAaTOreHHBIMU TPOMOO(QHMINAMU 3HAUUTEIBHO YITYYIINUJIO KayecTBO KM3HU U YyBe-
JUYUIIO €€ MPOJOJDKUTENBHOCTD Y TaHHON KOTOPTHI ManueHToB. OJHAKO IPU IMIHUPOKOM HCHOIb30-
BaHWUU Bap(apuHa Bpauu 4acTO CTAJU BCTPEUATHCS C MOBBIIMIEHHON KPOBOTOUMBOCTHIO, O0YCIOB-
JIEHHOW €ro Mepe03UpOBKOM. YUUThIBas MIMPOKOE MPUMEHEHHE BappapruHa BpauaMyd MHOTHX CIIe-
MaibHOCTEHN, 0c000€ BHUMaHuE B MOHOTpapuu yJeleHo NpoduiIakTHKe, JMATHOCTUKE U JICYEHHUIO
KOarysomnaTtui, 00ycJI0BIE€HHBIX MePeI03MOBKON HETIPSMBIX aHTUKOATYJISIHTOB.

I'eMopparudeckuii BaCKyJauT — 00JI€3Hb U3 TPYNIBI CUCTEMHBIX BACKYJIUTOB, MPOTEKAIOIIAs
C MOPaKEHUEM MHMKPOLUPKYISITOPHOTO PYCNIa U XapaKTEPHBIMU H3MEHCHHSAMM KOXH, CyCTaBOB,
IIOYEK U JKEIyJOYHO—KHUIIEYHOro Tpakra. HecMOTps Ha pacpOCTpaHEHHOCTh U IaBHIOKO M3Y4YEH-
HOCTb TIpo0emMbl, AuddepeHITMaTbHBIN TUarH03 TeMOPParndecKuX BBHICHITIAHUN TIPH 3TOM 3a0oJie-
BAHMHU YaCTO BBI3BIBACT ONPEICICHHBIE TPYAHOCTH.

I'emopparudeckue JIMXOpaAKU € IMOYEUYHBIM CHHIPOMOM SBIIIOTCS IIPUPOIHO-0YaroBOU
uHbeknue. Bpauu, He BcTpedaBImecs paHee ¢ JaHHOM MaToJOrHel, 4acTO UCIBITHIBAIOT OOJIbIINE
JMAarHOCTHYECKUE 3aTpyJHEHHUs. ['eMopparnuyeckuM JIMXopajkaM B MOHOIpauu MOCBSAIIEHA OT-
JieTIbHasl TJ1aBa, 0COOEHHO MOAYEPKHYThl 0cOOeHHOCTH JlabHEBOCTOYHOM reMopparn4eckoil Jmxo-
PasKy C MOYEUHBIM CUHAPOMOM.

B MoHorpaguu noapoGHo npeacrasieHa HHGopManys 0 3a00JI€BaHUAX COIPOBOMK AN X-
Cs1 aHTMOMATO3HBIM TUIIOM KpoBOTO4YMBOCTU. bonesns Pennro-Ocnepa — 310 penkas, HO O4EHb Ts-
xenas natojorus. IIpodysHsle KpoBOTEUEHNUs, BOZHUKAIOUINE U3 JeP(eKTa B COCYAUCTON CTEHKE,
MOTYT IPUBECTH K aHEMU3ALUU OOJIBHOTO U K JIETAIbHOMY UCXOy. ABTOPBI OJPOOHO OCTaHABI M-
BAIOTCSl Ha pa30ope JaHHOM MAaTOJIOTHMH, B TOM YHWCIIE€ TPYAHBIX Ul JTUArHOCTUKU €€ JIOKAJIbHBIX
dhopm.

[locnennee necaTuieTue XappakTepU30BaJIOCh MosiBIeHHEM Ha Poccuiickoil (apmaieBTu-
YEeCKOM PBIHKE BBICOKO3(D()EeKTUBHBIX MpenapaToB reMocTaTHueckoro Jeiicteus. Bompocam nede-
HUS 3TUMHU IIpernapataMu OOJIHBIX € MAaTOJIOTHEH reMocTa3a aBTOphl yaenuian ocodoe mecto. OT-
JieTbHasl TJ1aBa TOCBSIIEHAa YHMBEpPCAJBLHOMY IIpenapary Ui OCTAaHOBKM KPOBOTEUEHHs JHO0OM
3THOJIOTUU — PEKOMOMHAHTHOMY akTUBUpOBaHHOMY (hakTopy VII. O6001IeHb!, Kak 60IbIION OMBIT
HCII0JIb30BaHUs OpUTrHHaNbHOrO npenapara HooCeBeH, Tak ¥ ONBIT IPUMEHEHHUS OT€YECTBEHHOTO
mxenepuka Koarun-VII.

KHuura mimoctpupoBaHa pa30opamMu KIMHUYECKHX CIy4aeB W3 JIMYHON NMPAKTUKU aBTOPOB.
[ToyepkHYTBl OCOOCHHOTH U TPYAHOCTH TUATHOCTHKHU PEIKUX IeMOpparndeckux 3abosieBaHuil U
CHUH/IPOMOB. YTOYHEHBI BO3MO>KHOCTH COBPEMEHHBIX METOJIOB JICUEHUsI IeMOpparuyecKux auare-
30B.

Knura npennazHadeHa Juid Bpadeil reMaToJIOrOB, TE€PANeBTOB, NMEAMATPOB, CHELUAINCTOB
oOriel BpaueOHOM MPAKTHKH, a TAKXKE JJIS CTYICHTOB JICUEOHOTO U MEANATPUIECKOTO (haKyIbTETOB
MeaumuHckux BY30B.
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I'JTIABA I.
OU3NOJOTI'USA CUCTEMbBI TEMOCTA3A

Cuctema remoctasza GUIOTCHETHYECKH MTPEHA3HAUCHA JIJIT OCTAHOBKHU KPOBO-
TEUYCHHSI TPU TPaBME M OOECIICUCHUS XKHUIKOTO COCTOSHHUS KPOBU TPH COXpPaHECHUH
OMOJIOrMYECKOM 1EeJI0CTHOCTH cocyaucToi creHku (Momot A.Il., 2011). Paznuuarot
JIBa OCHOBHBIX MEXaHM3Ma OCTAHOBKH KPOBOTEUEHHMs IMPHU MOBPEKICHUU COCYIOB,
KOTOpPbIE B 3aBUCHUMOCTH OT YCJIOBUU MOTYT (DYHKIIMOHUPOBATH OJIHOBPEMEHHO, C
npeoOJiaJaHueM OJIHOTO U3 MEXaHU3MOB:

1. Ilepsuunwiii, unu cocyoucmo-mpomooyumapHwlli cemocmas, 00yCIOBICHHBIN
CIa3MOM COCYJIOB M MUX MEXaHMUYECKOH 3aKymopko#l arperatamu TpoMOoruToB. [Ipu
9TOM OoOpa3yeTcsl TaK Ha3bIBa€MbIN «Oenblii TpoMO», T.e. TPOMO ¢ mpeodiagaHueM
TpOMOOIMTOB. [lepBHUHBIN reMOCTa3 Ha3bIBAIOT WHOTJA TaK)KE BPEMEHHBIM, HMES B
BUJY, UTO OH MOXKET 00E€CIIEYNTh OCTAHOBKY KPOBOTEUYCHHSI, HO HE BCETJa U HE TOJI-
HOCTBIO0. KpoMe Toro, 1emns reMoCcTaTUueCKuX peakiuii He 3aKkaHYMBaeTcsi 00pa3oBa-
HUEM «TPOMOOIMTHON TPoOKu». To €CTh, MepBUUHBINA IreMOCTa3 SBIISICTCS JIUIIb MeP-
BBIM 3TarlOM B OCTaHOBKE KPOBOTEUCHHS. DTOT IMPOIECC HAYMHACTCS B MEPBBIC Ce-
KYH/BI TIOCJIE MOBPEXKIACHUS U UTPAET BEAYIIYIO POJIb B OCTAHOBKE KPOBOTEUECHHS U3
KaluUISIpOB, MEITKUX apTePUOJT U BEHYII.

2. Bmopuunslii, unu KoazyiayuoHHbslll cemocmas - CBepThiBaHue kpou. OH oOec-
NEYMBACT TUIOTHYIO 3aKyMOpKY IMOBPEXKACHHOIO YydacTka cocyna (GpuOpuHOBBIM
CT'YCTKOM — 3TO TaK Ha3bIBa€MbIM «KpacHBIA TpoMO», T.K. oOpazoBaBiascs Guopu-
HOBasl CETKa BKJIOYAET B ceOsl KJIETKH KPOBH IPHUTPOIUTHL. OTHOBPEMEHHO C TEp-
BUYHBIM (COCYIHMCTO-TPOMOOIIMTAPHBIM) T€MOCTa30M Pa3BUBACTCsS] BTOPHYHBIN (KOa-
TYJISIUOHHBIN), KOTOPBIA 00ECreYnBaeT OCTAHOBKY KPOBOTEUEHUSI U3 TE€X COCYIIOB,
JUISL KOTOPBIX HETOCTAaTOYHO 0Opa3oBaHHUs TPOMOOIHMTapHOro TpombOa. TpomOoru-
TapHasi MpoOKa HE BBIACP)KMBAET BHICOKOTO JaBJICHUS KPOBU U MPU YMEHBIIICHUU pe-
akuuu pedIIeKTOPHOTO Cla3Ma MOXKET BbIMbIBaThca. Ha cMmeny et dopmupyetcs
HacTosimuii TpoMO. CBepThIBAaHUE KPOBU — ATO CIOXKHBIM (DePMEHTHBIN TpoIiiecc, B
KOTOPOM YYacTBYET PsJi MPOTEOIUTUYECKHX (PEPMEHTOB, a Takxke He(EepMEeHTHbIE
6enkoBbie U (hochorumuaHBIE KOMIIOHEHTHI, PE3KO YCKOPSIONINE U yCHIIUBAIOIINE
aKTHBAIIHIO U JICHCTBHUE (PEPMEHTOB.

B KOHEYHOM HTOTE KIIFOYEBBIM JTAIllOM CBEPTHIBAIOIICH CHCTEMBI KPOBH SIBIISI-
eTcs TpeBpanieHne (GpuOprHOreHa B BOJIOKHA (DUOpHMHA MMOJ JEHCTBHEM TPOMOHWHA.
JIx000i1 CrycTOK, KOTOPBIM 00pazyeTcst B cocyaax, B TOM YUCIIE B apTEPHUIX, SIBISICTCS
TpOMOOIIUTapHO-(OHOPUHOBBIM. 3aBEpIIAONIHMI dTall PabOTHl CUCTEMBI reMocTa3a —
¢ubpunonu3. Cucrema pubpuHOIM3a paspymiaeT GUOPUHOBBINA CTYCTOK IO MEPE TO-
ro, Kak MOBPEKICHHBIM COCYJlT BOCCTAHABIIMBACTCS, U HEOOXOAMMOCTh B HAWYUU
CTYCTKa MPOTaIaeT.

ClOXHBIM M YCTOMYMBBIA OuCcOaNaHC MPU B3aUMOJACHUCTBUM KJIETOYHBIX U
(epMEHTAaTUBHBIX YYACTHUKOB Mpoliecca reMocTasza y OOJIbHBIX C pa3IMYHBIMU 3200-
JICBAaHUSIMH SIBJISICTCSl PUIMHON Pa3BUTHUS KaK TEMOPPArudecKuX, Tak ¥ TPOMOOTH-
YECKHUX OCJIOKHEHUH, 3a4acTyI0 OMACHBIX JJIS1 AKUZHHU.
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COCYJUCTO-TPOMBOIIUTAPHBII TEMOCTA3
PoJib cocyIMCTON CTEHKH B OCYIIEeCTBJIEHHH I'eMOoCcTa3a.

CreHka KPOBEHOCHBIX COCYJIOB BCJICICTBUE CBOMX aHaTOMHUYecKux (puc. 1) u
($u3HOIOrHYecKuX OCOOEHHOCTEH CHOCOOHA MPOTHUBOCTOATH HE TOJBKO JIABJICHUIO
KpPOBU, HO U YMEPEHHBIM MECTHBIM BO3JCHCTBUAM, MPENATCTBYS BO3HUKHOBEHUIO
reMOpPParuyecKoro CUHIpPoOMa. ITO CBOMCTBO 3aBUCUT OT MOJHOIEHHOCTH SHIOTEIUS
1 0COOCHHOCTEH CYOIHOTENNAIBHOTO CIIOS.

DHJIOTENNH, BBICTUIAIONIUA BHYTPEHHIOIO MOBEPXHOCTh KPOBEHOCHBIX COCY-
JI0B, 001a1a€T BBICOKOM TPOMOOPE3UCTEHTHOCTHIO U UTPAET Ba)XXHYIO POJIb B COXpa-
HEHUU >KUIKOTO COCTOSIHUSI ITUPKYJIUPYIOIIEH KPOBU. DTO OMPENENIeTCs CIeayIo-
IIUMU ero PYHKIUSIMHU:

- OTpulaTeNBHBIM 3apsiIOM SHIAOBACKYJSIPHBIX MEMOpaH KJIETOK M BBICOKUM CO-
Jep>KaHUEM B HUX KUCJIBIX MYKOIIOJUCAXaPHUIOB.

- CoxepxxaHreM B MeMOpaHe »SHIOTEIUATBHBIX KJIETOK 0COO0ro TJIMKOMPOTEHHA-
TPOMOOMOTYJIHA, CBSI3BIBAIOIIETO U HHAKTUBUPYIOIMIETO TPOMOUH, KOMILIEKC
TpoMOWHA U TPOMOOMOJTYJIMHA BBI3BIBACT AKTHUBAIUIO AHTUKOATYJISSHTHOU CH-
ctembl poterHoB C u S.

- Tlpoaykuueirt mon BausHuEeM MeMOpaHHOU (pocdonumazbl B GepMEHTHOH TPOM-
OOKCaH-CHUHTETa3bl MOIIHOTO Ba30JWJISATATOpAa U WHTMOUTOpA arperamuu Tpomo-
MTOB MpocTorjananHa 12 ( mpocTanukinHa)

- Tlpoagykuueit wHrHOWTOpa BHEImIHEero nyTu cBepThiBanus kpoBu (MBIIC wunum
TEFI), 1.e. xommekca «rkaneBoit ¢pakrop (TD) + daxropst VII a /Xa»

- Ilpomykuueil TKaHEBOTO aKTUBAaTOpa IIJIa3MHHOTeHa (MPOPUOPUHONM3MHA) —
TIIA

Ho moBpexnenue 3HIOTENHS W, B YACTHOCTU OTOJIEHHWE CYOIHAOTENHs, CIIO-
cOOCTBYET aKTHBAIIMHM CBEPTHIBAHMS KPOBU U TPOMOOIIMTAPHOTO TeMOcCTa3a BCIE-
CTBUE:

- KOHTaKTHOW aKTUBAIIMM KOJUIAT€HOM U PYTUMU KOMIIOHEHTaMH CYOIHI0TE-
sl TPOMOOIIMTOB (a1re3us) U CBEpPThIBaHUS KpoBH (akTuBamms (paxrtopa Xll);

- CEKpEeIMH MOIIHOTO aKTUBATOpa aAre3uu TPOMOOIIMTOB K CYOIHIOTENHIO (K
KoJutareHny) — dakropa BumieOpanna;

- MPOAYKUHUHU CTUMYJISITOpAa arperaiuyd TPOMOOLMTOB — IIUKIMYECKOTO Mpo-
CTOTJIaHIMHA — TPOMOOKCcaHa A2 TMyTeM aKTHUBAllUA B MEeMOpaHe dHAOTEIHATBHBIX
kIeTok Gocdonumnazsl A2 u dpepmMeHTa TPOMOOKCAH-CHHTETA3bl, B PE3YyIbTATE YETO
B 30HE TIOBPEXKCHUS COCYJ0B HAaYMHAIOT IIpeodianath 3QdekTel TpoMOOKcaHa Hal
NEUCTBUEM €r0 AaHTArOHUCTA - MPOCTOIUKIINHA;

- IPOJYKIIMU U BBICBOOOXKICHUSI TKAHEBOIO TPOMOOIUIACTHHA WJIU TKAHEBOTO
¢daktopa (TD) — rmaBHOro aKTUBaTOpa OCHOBHOI'O MEXaHU3Ma CBEPTHIBAHUS KPOBHU;

- IPOJIYKIIMM UHTHOUTOPOB TKAHEBOTO akTUBaTopa miasmuHoreHa PAl-1 u
PAI-2.

CyOsHI0TENHN COCTOUT M3 00raToro KMCIBIMU TTMKO3aMHUHOTJIMKAaHAMM M K-
YTOYHOT'O BelllecTBa U KojutareHa. [Ipu moBpexaeHun 3HI0TENUsT OOHaxaeTcs cyO0-
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SHIOTENNH, KOTOPBI BBI3BIBAET HHTCHCUBHYIO aKTUBAIIMIO U aJIT€3UI0 K HEMY TPOM-
OOIIMTOB, a TAK)KE JIOKAJHHYIO aKTUBAIIMIO CBEPTHIBAHMS KPOBH. JTa aKTHUBALIUS pea-
JU3YETCs MPU yYaCTHH KPYMTHOMOJICKYJISIPHBIX TIUMKOIPOTEHHOB, B MIEPBYIO OYEpeb
¢dakropa BunneOpanaa, a Takxxe puOpoHekTHHA U (UOpPUHOrEHa.

7

Puc. 1. Cmpoenue cocyoucmoiut cmenku. Inekmponozpamma. Yeeauuernue 23000.
3anueka 6 apanoum-non. OKpacka ypanuiayemant, yumpam céUHUd.
1. Ilpoceem cocyoa. 2. Dnoomenuii. 3. bazanvnas memobpana. 4. Konnaeenosvie
B0JIOKHA. 5.¢hubpobracmul.

Posib TPOMOOUMTOB B OCYlIECTBJICHUHN FeMOCTa3a

TpombommTel (OT rpedeckoro BpOUPoC, «CTYCTOK» M KOTOG, «KIIETKa») — 3TO
HeOompIne (2-4 MKM IHaMeTpoOM) AUCKOOOpasHble Oe3bs/IepHbIC KIETOYHBIe (par-
MEHTBI, IUPKYJIUPYIOIIHE B KPOBOTOKE, TYTKO PEArnPYIONIUE HA MTOBPEKIACHHS COCY-
7la ¥ UTPAroIIfe KPUTHISCKH BAXKHYIO POJIb B TeMocTase U TpomOo3e (puc.2). Tpom-
601Ut 00pa3yroTcs Mpu (parMeHTalui CBOMX MPEANISCTBEHHUKOB MErakapHoIH-
ToB (puc.3,4) B kocTHOM Mo3re. M3 ogHOro mMerakapuorura obpasyercs ot 5 1o 10
ThICSIY TPOMOOLUTOB. CpenHsis MPOIOJKUTEIbHOCTD )KHU3HU TPOMOOLIMTA COCTABISET
5-9 nueii. Ctapble TpPOMOOIIUTHI pa3pyIIaloTcs B mpoliecce (HarounTo3a B CEIE3EHKE
u kietkamu Kyndepa B nedeHn.
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VYyacte TpoMOOLIMTOB B réeMOCTa3€ ONPEEsSeTCs B OCHOBHOM CIIEIYIOLIUMHU
ux GyHKUMSAMU: 1) aHTHOTPOPUYECKOH; 2) CIOCOOHOCTHIO MOAIEPKUBATH CIIa3M I0-
BPEXKIEHHBIX COCYJIOB IIyTEM CEKPELMU BA30AaKTHBHBIX BELIECTB — aJApECHAINHA, HO-
paJapeHainHa, CEpOTOHUHA, U Jp.; 3) aAre3uBHO — arperanyuoHHOM; 4) ydJacTueM B
CBEPTHIBAHUM KPOBH, 5) y4yaCTUEM B perapalvii TKaHew.

Puc.2. Tpomboyumut 6 nepughepuueckoit Kposu. IneKkmpoHozpamma.
Okpacka ypanunayemam, yumpam ceunya. Yeenuuenue 25000.
1. Anvgha-epamynvi. 2. Omxpwvimasn cucmema KaHaivyes.
3. I'panynvr cepomonuna. 4. Mumoxonopuu
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Puc. 3. Mezakapuoyumut 6 KOCmHOM Mo3ze.
A - mamepuan mpenanoouoncuu nOOB300WHOU  KOCHIU.
b — A1 — sa0po. Dnexkmponocpamma. Oxpacka ypanuiayemam, yumpam ceuHyd.

Aneuompogpuueckasn ¢hynxyus mpomboyumos. Kietkn sHAOTENHUS COCYIOB, B
HOpPME MPOTUBOCTOSIIIUE JTUANEAC3HOMY MPOIMUTHIBAHUIO IPUTPOLUTOB, HE MOTYT
MOJIy9aTh HEOOXOIUMBIX BEIECTB HEMOCPEICTBEHHO W3 IIa3Mbl. TPOMOOIUTHI SIB-

13



JIAOTCA (1)I/I3I/IOJ'IOF HYCCKMMH «KOPpMHWJIbLIAMW» SHAOTCINA, OHU IIEPUOJUICCKH CMBbI-
KaroTCA ¢ SHAOTCIIMAJIbHBIMUA KIICTKAMHU U «U3JIMBAIOT» B HUX CBOC COACPIKHUMOC.

Puc. 4, Knemku 3H00me11u}1 cocydoe u mpomﬁouumbt 6 npoceeme cocyoa InekK-
mponozpamma. Okpacka ypanunauemam, yumpam ceunua. Ye. 15000.
1. Ilpoceem cocyoa. 2. Tpomboyum. 3. duoomenuu. 4 Aopo. 5. bazanvuas mem-
opana. 6. Konnacenosvie 6on0kua. 7. dnacmuyeckue 80J0KHA.

Aneuocnacmuyeckas (hyHkyus — TOJAEpKaHUE ca3Ma MOBPEXKICHHBIX COCY-
70B Onarogapsi o0pa30BaHUIO CEPOTOHMHA, KaTeX0JaMUHOB, B-TpoMboMoaymuHa.

Aoeze3usno-acpecayuonnas QynKyus — ydacTue B IEPBUYHOM reMOoCTa3e MyTeM
o0pa3oBaHHs TPOMOOIMTAPHON TPOOKHM WitH Oestoro Tpomoba (puc. 2).

I'emoctatnyeckue hakTopbl TPOMOOIIUTOB MPUBECHBI B Ta0IHIIE 1.

Penapamusnas ¢ynkyus — poctoBble (HAKTOPbl TPOMOOIUTOB CTUMYIHUPYIOT
G epeHIPOBKY U MUTPAIIHIO TJIAJJKOMBIIICYHBIX KJIETOK U YHJAOTEIHOIUTOB U Ta-
KUM 00pa3oM ydacTBYIOT B MAaTOTE€HE3e aTepoCKIepo3a, HIIEMUYECKOW O0e3HU
CepJilia, B pEaklUi OTTOP>KEHUS TPAHCIJIAHTATa, Pa3BUTUHU OIYXOJIEBBIX METACTA30B.

Dopmuposanue nepeuun020 mpomoda NPOXOJUT B YEThIpE 3Tamna, odecrneun-
BAa€MbIX TPOMOOILITAMU

- aoze3us mpomooyumos (platelet adhesion) — >To npunumnanre TPOMOOIUTOB
K KOMIIOHEHTaM CYO3HAOTENHs (B YACTHOCTH, K KOJUIAr€HY) WIH K 4y>KEpOJHOM mo-
BEPXHOCTHU (HampuMep, K CTeKiy, oucepy). [Ipu 3ToM nmpoucxonauT usmMeHeHue 3apsaaa
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(c "-" Ha "+'") KIETOK PHAOTENUS MOBPEKIAECHHOTO COCya (3TO YMEHBIIIAET B3AUMHOE
OTTAJIKUBAaHUE TPOMOOLIUTOB, KOTOpBIE 3apsixkeHbl "-" u sHgoTeMOonuTOB). [Ipomon-
KUTEIBHOCTh 3TOU (a3bl cocTaBisieT 1-3 cexyHAbl. AAre3ust TPOMOOIIUTOB K CYOdH-
JOTEJIUIO MOBPEKIECHHBIX KPOBEHOCHBIX COCYAOB 00ENEYMBAETCS B3aUMOJICHCTBUEM
MPEXkE BCETO TPEX €ro KOMIOHEHTORB: CIENUPUIECKUX PEIIENTOPOB MEMOpPaH TPOM-
6ouutoB (rnukonporeuna IB, 110, I11a), konnarena u gakropa Bunnebpanna. UmenHo
dakTop BumieOpannma m HekoTtopele Apyrue Oelku (Takue Kak TPpOMOOCHOHMH,
(UOPOHEKTHH), YYaCTBYIOIIHME B MIPOLIECCE aAre€3UH KPOBSIHBIX IJIACTUHOK, 00pa3yroT
CBOEOOpa3HbIE MOCTUKH MEXIY KOJUIAr€HOM CYO3HIOTENHUS COCY/IOB U PElENTOpaMu
(I B) TpOMOOITUTOB.

- akmuseayusa (platelet activation) u dezpanynauus (peaxuyus oceodosrcoenusn
— platelet release reaction) mpoméoyumos. AxTuBanUsi TPOMOOIUTOB MPHUBOIUT K
U3MEHEHUIO TPAJUIIMOHHO JTUCKOBUIHON (HOPMBI TPOMOOIIMTOB Ha CHEpPUUYECKYIO,
00pa3oBaHUIO Y HUX OTPOCTKOB (TICEBIOMO/AMI) U aAre3un TPOMOOIIUTOB K CTPYKTY-
paM cyOdHIOTENMs, B YAaCTHOCTU K KOJulareHy. Pe3ynbraToM akTHBallUM KPOBSIHBIX
MJIACTUHOK SIBJISIETCS UX HadaJlbHAsl arperaius ¥ BBICBOOOXKJEHUE M3 HUX psla ak-
TUBHBIX BEIIECTB, CIYXAIUX CHJIBHBIMH CTHUMYyJsTopamMu TpombouutoB (AID, ce-
POTOHMHA, aJpeHaliiHA, HECTAOMIBLHBIX MPOCTArJIaHIMHOB, TPOMOOKCaHa Aj, TPOM-
oouuTakTUBUpYIoMIero ¢akropa u ap.). Heckosbko 1mo3xe ceKpeTUpyIOTCs TPaHyIIbl,
coJiepKallne JTU30coManbHble (DEPMEHTHI.

- azpecauyus mpomoouyumos (platelet aggregation) — ckieuBanue (ClumaHue)
TPOMOOIIMTOB MEXKy CO00M Mo AeCTBUEM CIIEIU(PUYECKUX CTUMYIISTOPOB.
Paznuuarot arperaiuo o0paTuMyro 1 HEOOPATUMYIO.

Obpamumas azpeeayuss — 3TO CKOIUIEHUE TPOMOOILIUTOB Y MECTa MOBPEKICHUS
U CKJIEMBAaHME X MEXIY COOOW. Arperaius HAaUMHAETCS MOYTH OJHOBPEMEHHO C aji-
re3uei u 00ycCIIOBIeHA BBIICIICHHEM IMOBPEKICHHOM CTEHKOM COCY/la, a TAaKKe TPOM-
OouuTaMy M SPUTPOIIUTAMU OUOJIOTUYECKH aKTUBHBIX BellecTB (mpexae Bcero ATD
u AJ1®). B pesynbrare 3T0oro odpasyercs poixias TpoMOOIHUTapHas MPOOKa, KOTopas
MIPOHHUIIaeMa JIJIS TUTa3MbI KPOBH.

Heobpamumas azcpecayus — 310 arperanusi KPOBSHBIX IUIACTHHOK, MPU KOTO-
pOif OHUM TEPSIIOT CBOIO CTPYKTYPHOCTH U CIMBAIOTCS B TOMOT€HHYIO Maccy, o0pa3ys
MpoOKY, HEMPOHUIIAEMYIO JIJISl TUIa3Mbl KPOBU. DTa PEAKIMs MPOUCXOIUT MOJ JeH-
CTBHEM TPOMOWHA, pa3pylaonero MeMopany TpOMOOIIMTOB, YTO BEACT K BBHIXOY U3
HUX OMOJIOTUYECKU aKTUBHBIX BEIIECTB: CEPOTOHMHA, TUCTAMUHA, (hepMEHTOB U (pak-
TOPOB CBEpPTHIBaHUS KpOBHU. VX BhIIENIEHHE CIIOCOOCTBYET BTOPUUHOMY CIIa3My CO-
cynoB. OcBoboxaenne 3 TpomOoruTapHoro ¢akropa maeT Hadajao 00pa30BaHUIO
TPOMOOIIMTAPHON MPOTPOMOHMHA3KI, T. €. BKIFOUCHHUIO MEXaHU3Ma KOaryJISIMOHHOTO
remocrtaza. Ha arperatax TpoMOommToB oOpasyeTcsi HeOOIbIIOe KOJITUIECTBO HUTEH
¢bubpuHa, B CETSIX KOTOPOTO 33/I€PKUBAIOTCS (POPMEHHBIE JIIEMEHTHI KPOBHU.

B perymnsiimun TpoMOOLIMTAPHOTO reMocTa3a BaKHYIO POJIb UTPAIOT MPOU3BOJ-
HbIE apaxuJIOHOBOM KHCJIOTBI, OCBOOOXIaeMOW M3 MeMOpaHHBIX (PochOTUTTHIOB
TPOMOOIIMTOB U COCYJIUCTOM CTEHKH BCJIEACTBUU akTuUBaluu gocdonunas. [lox Biu-
STHUEM LHUKJIOOKCUTE€Ha3bl 00pa3yroTCs MPOCTArJIaHIuHbI, U3 HUX B TPOMOOIIUTAX MO/
BO3JICMCTBUEM TPOMOOKCAH-CUHTETa3bl 00pa3yeTcsi Ype3BbIYAHO MOIIHBIA arperu-
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pYIOIIMA areHT — TpoMOoKcaH-Ay. [IpoaoIKUTENBHOCTD )KU3HU TPOMOOKCaHa, Mpo-
CTAallMKJIMHA U IPYTUX MPOCTArIaHIMHOB HECKOJIBKO MUHYT, HO UX 3HaYEHUE B PEry-
JSUMU U NATOJIOTMU TeMOCTa3a BECbMa BEJIMKO. DTOT MEXaHU3M SIBISIETCS TPUITEP-
HbIM B peaju3alluu aAre3uBHO-arperaiuoHHor (yHkiuu TpoMmOouuTtoB. s ocy-
HIECTBJICHUS 3TON (DYHKIIMHU KPOBSHBIX IJIACTUHOK HEOOXOJUM PsiJ TUIa3MEHHBIX KO-
(aKTOpOB arperaiyy — HOHbI KaJblUsl U Maruus, GuOpUHOTeH, albOyMHH U /1Ba Oe-
KOBBIX KOo(akTopa, 0003HaUaeMbIX Kak arpekcoHsl A u B, ¢poconunuaneiii kodak-
TOp U Ap. B TO ke Bpems nmapanpoTeuHbl, KpUOTIOOYIUHBI U MPOAYKTHI (PUOPHUHOIH-
32 UHTUOUPYIOT arperaiunio TpPOMOOLUTOB.

B nmocnenyroiiemM npoucxXoauT pempaxyus mpomooyumapHo2o mpomoa — ero
YIUIOTHEHUE U 3aKpEeIJIeHHWEe B MOBPEXKACHHBIX COCYJIaX 3a CUET COKpAIICHHs aKTO-
MHUO3UHONIOI0OHOTO (COAEPKUT CYyObeNUHUIIBI A U M, CXOJIHbIEe C aKTUHOM U MHO-
3MHOM) Oenka TpoMOouHuTOB — TpomOocTeHuHa (ATd-3aBucUMBIN Mpolecc), YTO
o0ecreynBaeT OT’KUM U YIUIOTHEHHE TpoMOa.

B pesynbrare onmmcaHHBIX MPOIIECCOB 00pa3yeTcsi HECTOMKUMN, PBIXJIbIA OembIit
TPOMOOLIUTAPHBII TPOMO, KOTOPBI MOXKET 00ECIIEUNTh OCTAHOBKY KPOBOTEUEHMSI U3
COCYZI0B MUKPOLMPKYJIATOPHOrO pycia, HO 0e3 AajbHEHIIero yyacTHsl KoaryJsiiu-
OHHOT'O 3BE€HA I'€éMOCTa3a OH HE B COCTOSIHUM OOECIEUNTh IOJHOLIEHHYK OCTaHOBKY
KPOBOTEUEHHUSI U3 KPYIHBIX COCYAOB C OOJBIION JIMHEHHON CKOPOCTHIO JIBUKEHUS
KPOBU WJIN C BBICOKMM JAaBJICHUEM — TaM OH pa3pyllaeTcs W3-3a HEJIOCTATOYHON Me-
XaHUYECKOU IMPOYHOCTH.

Puc.5. Tpomo6 ¢ npoceeme Kpo8eHOCHO20 cocyoa. IineKmpoHozpamma.
Oxkpacka ypanunayemam, yumpam ceunya. Ye. 20000. /. Dpumpoyumei.

CxeMaThu4HO COCYJIUCTO-TPOMOOIIMTAPHBIN reMOoCcTa3 MPEeACTaBICH Ha PUYHKE
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Tab6nuuya 1.
I'emocmamuueckue paxmopvt mpomoouumos (no B. I1. Banyoe u op., 1980, 1995)

@akrop | XapakTepuCcTHKa

1 YckopsieT npeBpallieHle npoTpoMOruHa B TPOMOUH

2 Yckopsiet npespaienue GuopuHoreHa B puOpuH

3 MemOpanHblii Ui GochoaUnuIHbI KOMIIOHEHT, Y4aBCTBYET B 00pa30BaHUU IPOTPOM-
OuHa3zbl (3-i IACTUHOYHBIN (HaKTOP)

4 AHTHTEITapUHOBBIN

- TpomboruTapHslil pruOprUHOTreH

- AHTUOUOPUHOIUTHYECKHUH PakTOp

- AxrtuBarop (puOpHHOIM3a, AEUCTBHE KOTOPOrO BBISABISETCS NpPU AKTUBALUU JIM3HUCA
CI'yCTKOB CTPENTOKMHA30M I YPOKHHA30M

- TpombocTeHMH — TPOMOOLUTAPHBIN aKTOMHO3UH, 00ECIIEUNBAET JBUKEHUE U KOHTpaK-
TUJIBHYIO CHOCOOHOCTH TPOMOOLIMTOB, PETPAKIIMIO KPOBSHOTO CTyCTKA

AJI® — sHI0TEHHBIN (haKTOp arperauu

- CepoTOHUH — COCYIOCYKUBAIOUINI (aKTOp, CTUMYJIATOP arperauun

- OubpuHcTaOMIM3UpPYIOMKA pakTop — TpomOouuTapHas ¢pubprHa3za WK TpaHCTIyTaMH-
Haza

TpomOokcaH — NPON3BOAHOE apaXUAOHOBOM KHUCJIOTHI, YCUIMBAET aAT€3UI0 U arperamuio
- TPOMOOILIUTOB

KOATYJSAIIMOHHBIN TEMOCTA3

HomenknaTypa 1 XapakTepuCTHKa OCHOBHBIX IJIA3MEHHBIX (PaKTOPOB CBEPTHI-
BaHUs TMPEACTaBICHbI B Tabiuie 2. DakTopbl CBEPTHIBAHMS KPOBH — 3TO T'PYIINa Be-
IIECTB, COJACPKAIIMXCS B IJIa3M€ KPOBU U TPOMOOIIMTAX U 00ECIIEUMBAIOIINX CBEP-
ThIBAaHUE KpOBH. BoIbIIMHCTBO akTOopoB cBEpTHIBaHUS — Oenku. K dhakropam cBEp-
THIBAHUSI OTHOCSITCS TaK)K€ MOHBI KaJbIMs U HEKOTOpPbIE HU3KOMOJIEKYJISIPHBIE Opra-
HUYECKHUE BelecTBa. B HopMme GenkoBbie (hakTOphl CBEPTHIBAHUS KPOBU HAXOMATCS B
mia3Me B HEaKTUBHOM COCTOsTHMHU. Ecnu ¢dakTop akTuBHpyeTcs, TO K ero o0o3Haue-
HUIO T00aBISAI0T OYKBY «a». MeXIyHapOIHBIH KOMUTET 1O TeMOCTa3y U TPOMOO3y
MPUCBOWI apabCKyl0 HyMepalui0 TPOMOOLUTAPHBIM U PHUMCKYIO — TJIa3MEHHBIM
¢dakropam. Beero BeiaensaroT 13 mnasmMeHHBIX (aKTOPOB U 22 TPOMOOITUTAPHBIX.

Ha ocHoBanuu n3yueHuss QyHKIIMHM U B3aMMOJICUCTBUS OTIEIBHBIX (DAKTOPOB
cBepThIBaHUs KpoBU B 1964 rony ObLia mpejioKeHa «KacKaaHas» MOJelb poliecca
CBEpThIBaHUS KPOBU. BblM BbIIETIEHBI 1BA PA3IMUHBIX MEXaHM3Ma HAYaIbHOTO JTara
CBEpTHIBaHUSI KPOBU — BHYTPEHHUW W BHemIHUM (puc. 7). Vcnonb3oBaHUE TaKOTO
po/ia cXeM CBEpPTHIBAHUSI 0Ka3ajioCh YAOOHBIM [Jisi MPABUIBHOTO TOJIKOBAHUS KOM-
IJIeKca Ja0OpaTOPHBIX TECTOB, MPUMEHSIOMIUXCS MPU TUATHOCTUKE PA3IUYHBIX Te-
MOPpPAruyecKux JUATe30B KOATrYyJSIIMOHHOTO rene3a. OJHAKO COOTHOIICHUE MeXa-
HU3MOB CBEPTBIBaHUs IN VIVO OKa3aoch 00JIee CIIOKHBIM M HEOAHO3HAYHBIM. BhIsic-
HUJIOCh, YTO BHEUIHUW W BHYTPEHHUN MEXaHU3MbI CBEPTHIBAHUS HE H30JHUPOBAHbI
Ipyr OT Jpyra, a TECHO B3aMMOACUCTBYIOT. (CXxema B3aMMOAECHUCTBUS OCHOBHOTO H
100aBOYHOI0 MEXaHU3MOB T€HA3HOW aKTUBHOCTU MPHU aKTUBALIMU CBEPTHIBAHUS KPO-
BU M300pakeHa Ha puc. 8.
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[To coBpeMeHHBIM MpECTABICHUSIM, B CAMOM MPOCTOM BHUJE MPOIECC CBEPTHI-
BaHUS KPOBU MOKET OBIThH pa3eiacH Ha TpH (a3bl:

1. ¢haza akmueayuu BKIIIOUAET KOMIUIEKC MOCJIEI0BATENbHBIX PEAKLUNA, PUBO-

JTAIUX K 00pa3oBaHUIO MPOTPOMOMHA3BI U MEPEX0ay MPOTPOMOMHA B TPOM-

OuH;

2. ¢paza koazynayuu — ob6pazoBanue pudpuHa u3 GuOpPUHOTEHA;
3. ¢haza pempaxyuu — o6pa3zoBaHue IOTHOTO (UOPUHOBOTO CTYCTKA.

Benencteue paspyiiieHusi TKaHEBBIX KJIETOK U aKTUBAIMU TPOMOOIIMTOB BBI-
cBOOOX1at0TCsl Oenku  PochoMMnonpoTeuHbl, KOTOPhIe BMECTE C IJIa3MEHHBIMU
dakTopamu Xa u Va, a Takxke MOHaAMU Ca* 00pa3yroT (hepMEHTHBIN KOMILIEKC, KO-
TOpPBIN aKTUBUPYET NpoTpoMOuH. Eciu mporiecc cBEPTHIBaHUSI HAUUHACTCS O, /e -
ctBueM (HochOIUMONPOTEHHOB, BBIACISIEMBIX M3 KJIETOK MOBPEKAEHHBIX COCYIOB
WM COCIMHUTEIILHON TKaHHW, peub UJET O BHEIIHEH CUCTeME CBEPTHIBAHUSI KPOBU
(BHENTHUN MYTh aKTUBAIIUU CBEPTHIBAHUS, WM NyTh TKaHeBOro (akropa). OCHOB-
HBIMU KOMIIOHEHTaMU 3TOT0 MyTH sBJIsItoTCs 2 6enka: gakrop VIla u TkaneBwiit hak-
TOP, KOMIUIEKC 3TUX 2 OEJIKOB Ha3BIBAIOT TAK)KE KOMIUJIEKCOM BHEITHEN TeHa3bl. Eciu
K€ WHUILHUAIUS TTPOUCXOIUT O] BIUSHUEM (PAKTOPOB CBEPTHIBAHMS, TPUCYTCTBYIO-
X B IUIa3Me, MCIOJIB3YIOT TEPMHUH «BHYTPEHHSISA CUCTEMa CBEpPTHIBaHMS». KoMm-
mwieke ¢akropoB [1Xa u VIlla, dopmupyrommuiics Ha MOBEPXHOCTH aKTHBUPOBAHHBIX
TPOMOOIIMTOB, HA3bIBAIOT BHYTpeHHEH TeHas3oi. Takum oOpazom, daktop X MOXKET
aKTUBHPOBaThbCs Kak komiuiekcoM VIIa—TF (BHemiHsAs TeHas3a), TaK U KOMIIJIEKCOM
IXa—VIlla (BHyTpeHHss1 TeHasza). BHEIIHSAS W BHYTPEHHSS CHCTEMBbI CBEPTHIBAaHUS
KpPOBU JOMOJIHSIIOT APYT Apyra.

B npornecce aaresun hopma TpoMOOIIUTOB MEHSETCSI — OHU CTAHOBSITCSI OKPYT-
JBIMU KJIIETKAMH C IIUMOBUIHBIMU OoTpocTKamu. [Tox Bnusauem AJ[® (4acTU4HO BbI-
JeNsieTCsl U3 TMOBPEXKIEHHBIX KIIETOK) M aJpeHaIMHA CIIOCOOHOCTh TPOMOOIIUTOB K
arperauuy nosbimaercs. [Ipu 3TOM U3 HUX BBIAEHSIOTCS CEPOTOHUH, KaT€XOJIaMUHBI
U psan apyrux BemiecTB. [log MX BIMSHUEM MPOUCXOAUT CYKEHHUE MPOCBETA MOBpeE-
XKIEHHBIX COCY/IOB, BO3HUKAET (DYHKIIMOHAJIbHAS UIIeMUs. B KOHEYHOM UTOTE COCY-
JIbI TIEPEKPBIBAIOTCSI MACCON TPOMOOIIMTOB, MPUIUIIIINX K KpasM KOJITar€HOBHIX BO-
JIOKOH TIO KpasiM paHbl.

Ha »To0i1 cTagnm remocTtasa mnoj AeiCTBUEM TKAaHEBOTO TPOMOOILUTACTUHA 00pa-
3yeTcsi TpoMOUH. VIMEHHO OH MHUIIMUPYET HEOOPATUMYIO arperanuio TPOMOOIUTOB.
Pearupys co cnemuduyueckumu perientTopaMu B MeMOpaHe TPOMOOIIUTOB, TPOMOWH
BBI3bIBAET (oCHOPUIUPOBAHIE BHYTPUKICTOUHBIX OCIIKOB U BHICBOOOXKICHHE NOHOB
Ca’*. Ilpy HaIMYHK B KPOBH HOHOB KaJIbLHS O] ACHCTBHEM TPOMOMHA IPOMCXOIHT
MOJINMEPHU3AIHs pacTBOpUMOro GpudbprHoreHa u oOpa3oBaHne OECCTPYKTYPHOU CETH
BOJIOKOH HepacTBopuMoro ¢pudpuna. HaunHas ¢ 3Toro MOMEHTa B 9TUX HUTSAX HAYH-
HalOT (UIBTPOBATHCS (POPMEHHBIE AIEMEHTHl KPOBH, CO3/1aBasi JIOMOJHUTEIBHYIO
KECTKOCTh BCEH CHUCTEME, W 4Yepe3 HEKOTOpoe BpeMs o0paszys TpOMOOIUTApPHO-
(GuOpuHOBBII crycTok ((hu3monoruyeckuii TpoMO), KOTOPHIA 3aKyNOPUBAET MECTO
pa3pbiBa, ¢ OJIHOW CTOPOHBI, MPEAOTBpAIllasi TOTEPIO KPOBHU, a C APYrol — OJIOKUpYs
MOCTYIUICHUE B KPOBb BHEIIHUX BEILIECTB U MUKPOOPTaHU3MOB.
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Tabnuua 2.

Mestcoynapoonas HOMEHKIAMYPA NAAZMEHHBIX PAKMOPOE C6EPMBIGAHUA KPOBU
(no B. Il. banyoe u op., 1980 )

®dakTop

Hanmenosanue

Kpatkas xapakrepuctuka

dudpuHoTreH

OO0pa3syercss B TicucHH, OCJIOK MPEHUIUTUPYET Mpu 56 —
60 <:C, cTabuieH Hpy XpaHEHHHU ILIa3Mbl, CBEPTHIBAETCS
TPOMOMHOM, OTCYTCTBYET B CBHIBOPOTKE. Bpems momyxu3-
HU (BIDK) B KpOBSIHOM pyciie pEIUITUEHTOB C AeHUIIUTOM
¢ubpuHorena 4 — 6 nHel

[IporpombuH

Oo6pasyercst B MCYCHH, [JIMKOIPOTEHH, K-
BUTaMUH3aBUCHM, TEPMOCTaOWIICH, COXpaHsETCs B TIa3Me
npu xpaHeHuH. OTCYTCTBYeT B CBHIBOPOTKE, TpaHCchHOpMHU-
pyercst B akTUBHBIH (pepMeHT 1ox BiusHUEM (akTopa Xa.
BITK 3 — 4 qus

TxaHeBoH TPOMOOILIACTHH

JlumoniporenH, npu B3auMojencTeun ¢ Gakropom VIl ak-
tuBupyeT paxrop X (mporpoMOHHA3Yy)

Wons! kansmus

Y4acTBYIOT B aKTHBAIMU psfga (PakTopoB CBEPTHIBAHUS
KpPOBH, BKIIIOUAsCh B COCTaB UX KOMILUIEKCOB (KpOME KOM-
mwiekca ¢akropo Xl + Xl, koHTaKTHas aKTHBALUSA KOTO-
PBIX TTPOUCXOUT U B ACKAIBIIMHIPOBAHHON IIJIA3ME)

IIpoaknenepun, AC — rmoOynuH,
TNabUIBHBIN (haKkTOop

OO6pa3yercss B medeH, K-BUTaMUH3aBHUCHM, TEPMOJIaOu-
JIeH, MaJlOCTOeK TpU XpaHEHWH IUIa3Mbl, He oOnajgaer
(hepMEHTHBIMU CBOWCTBAMH, HO B KOMILIEKCE C (hakTOpoM
Xa yckopsier B 1000 pa3 mpeBpamieHre ITpoTpoMOMHA B
tpomOuH. BIDK 15— 24 g

VIl

ITIpokoHBepTHH, CBIBOPOTOYHBIH
YCKOpHUTENh TPEBpaIIeHUs Ipo-
TpoMOUHA, CTaOMIIBHBIH (akTOp

OO6pa3yercss B TedeHW, K-BHTaMUH3aBHUCHM, TEPMOJIaOH-
JIeH, COXpaHSETCs] B CHIBOPOTKE, CTAOWIICH NPU XpaHEHUH
mna3mel. BIDK 4 — 6 4

VI

AHTHATEeMO(ITBHBIN TIIO0YITHH

MecTo cuHTE3a TOYHO HE YCTAHOBJICHO. benok, o0pa3yro-
M KOMIUIEKCHYI0 MOJIEKyITy ¢ ¢akropoM Bumebpanaa.
[Ipu xpaHeHnu naa3Mbl OBICTPO UHAKTUBUPYETCS, B CHIBO-
poTtke orcyrcTByer. DepMEHTHBIM JeWCTBHEM He o0Jiana-
er, pe3ko ycuimBaeT BiusHue (akropa IX Ha dakrop X.
BIDK 12 -18 4.

[Tma3MeHHBIN TPOMOOITIIACTHHOBBIH
KOMIOHEHT, (pakTop Kpuctmaca

Oo6pasyercs B nieueHu, K-BuTaMnH3aBACHM, TPUCYTCTBYET
B TUIa3M€ U CBHIBOPOTKE, B KOTOPBIX JUTUTEIBHO COXpaHSET-
cs1, repmoctabuiern. BIDK 18 —30 q

®axkrop Ctroapta — [Ipayspa

O6pasyercst B MEYECHU, [JIMKONIPOTEHH, K-
BUTaMUH3aBUCHM, IPUCYTCTBYET B IIJ1a3M€ U CHIBOPOTKE, B
KOTOPBIX JUTHTENBHO COXpaHsercs, TepmocTtabmien. BIDK
48 — 60 4

Xl

[Ina3meHHbIN TpeaIIeCTBEHHUK
TpOMOOILTaCTHHA

MecTo cuHTE3a HE YCTaHOBJIEHO, ITIO0YJIMH, HHAKTUBUPY-
ercs ipu 56°C, coxpaHsiercs B IJ1a3Me U CHIBOPOTKE, MO-
BEpKEH KOHTAaKTHOM M (DEpMEHTHOIH aKTUBAIMM, aKTUBU-
pyercst u copbupyercs kaonnHoM u HesumtoM. BIDK 60 4.

Xl

@®aktop XaremMaHa, KOHTaKTHBIN

®daxkrop

Mecto cunHTe3a He ycTaHOBIEHO. CHalOrIMKONPOTEHH,
crabuner npu 56°C, coxpaHsSeTcs B TUIa3Me U CHIBOPOTKE,
MOJIBEP’KEH KOHTAaKTHOW M (DEPMEHTHOW aKTHBAIIMH, a]l-
copbupyercst kaonuHOM U riesutoM. BITK 60 .

XMl

OubpuHCTAOMIN3UPYIOHUN HaKTop,
¢ubpunaza

Mecro cuHTe3a Hew3BecTHO. | 100ynuH, TepMmonaOuiieH,
CTa0WJIeH NpPH XPaHEHWH IUIa3Mbl, B CBHIBOPOTKE OTCYT-
ctByeT. BIDK 3 — 4 nns.
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CUCTEMA ®UBPUHOJIN3A

TepMuH «puOPUHOIN3» MPOUCXOTUT OT «PuOpuH» U rpedeckoro lysis (pas-

JOXeHue, pactBopeHue). OH NpeacTaBiIsieT MNPOLECC PACTBOPEHUS TPOMOOB U
CT'YCTKOB KpoBU. PUOPUHONIN3 - 3TO HEOThEMJIEMasl 4acTh CUCTEMbI reMOCTa3a, BCe-
r7la COMPOBOXK/AOIIAS MPOIECC CBEPTHIBAHUS KPOBU U KYJIbTUBHpYIOIIascs GhakTo-
paMu, KOTOpbIEe MPUHUMAIOT YYacTHE B JaHHOM Mpoliecce. SBISIeTCS BaXKHOM 3aIlUT-
HOM peakiiuel opranusma, IpeJaoTBpaIlaeT 3aKyIMOpPKY KPOBEHOCHBIX COCYAIOB CT'yCT-
KamMH (GUOpHHA U CIOCOOCTBYET PeKaHAIN3ALUU COCY/IOB MOCIE OCTAHOBKU KPOBOTE-
YEHUSI.
Bxrouaetr B cebs pacuierienne ¢uOpuHa MoJ BO3JEHCTBHEM ILUIa3MUHA, MPUCYT-
CTBYIOILIETO B IJIa3M€ KPOBH, B BUJIE HEAKTUBHOTO MPEIISCTBEHHUKA — TIJIa3MHUHOTe-
Ha, KOTOPHIA aKTUBUPYETCS OJHOBPEMEHHO C HA4YaJoOM MPOIecca CBEPThIBAHUS KPO-
BU.

dubpuHOIN3, KaK U MPOIIECC CBEPTHIBAHUS KPOBU, MPOTEKAET IO BHEITHEMY
WM BHYTPEHHEMY MeEXaHU3My. BHENIHWNM MyTh aKTHBAIUU OCYIIECTBIACTCS TPHU
HEOTHEMJIEMOM YYaCTUM TKAHEBBIX aKTHUBATOPOB, CHUHTE3UPYIONIUXCS MPEUMYIIIE-
CTBEHHO B DHJOTEJMH COCYZ0B. K JaHHBIM aKTMBAaTOpaM OTHOCST TKaHEBOW aKTHBa-
top masmuHorena (TAIT) u ypokuHasy.

BHyTpeHHUIT MeXaHU3M aKTHBAIlUU OCYIIECTBIsIETCs Onarogaps Mia3MeHHBIM
aKTUBAaTOpaM M aKTUBAaTOpaM (OPMEHHBIX JIEMEHTOB KPOBU. BHyTpeHHUIT MEXaHU3M
AKTUBALMU pa3AeisioT Ha XareMaH-3aBUCUMBIA U XareMaH-He3aBUCUMBIN. XareMaH-
3aBUCUMBIN (PUOPUHONIN3 MPOUCXOAUT Toxa BiusHHEeM (akTopa Xlla cBepThiBaHus
KPOBH, KaJUIMKPEUHA, KOTOPHIE BBI3BIBAIOT MPEBPAIICHHUE MJIA3MUHOTCHA B TUIa3MUH.
XareMaH-HEe3aBUCUMBIN (PUOPUHOIN3 TPOUCXOIUT Hanbosaee ObIcTpo. Ero 0CHOBHBIM
Ha3HAYEHUEM SIBJISIETCSI OUUIIEHUE COCYIHMCTOTO pyclia OT HEeCTaOMIM3HUPOBAHHOTO
¢bubpuHa, KOTOPBIM 00pa3yeTcs B IPOIECCe BHYTPUCOCYAUCTOTO CBEPTHIBAHUS KPO-
BU.

OubpruHONMUTHYECKAS] aKTUBHOCTh KPOBH BO MHOTOM OTPEIEISETCS MMEHHO
COOTHOIIIEHHEM WHTHOMTOPOB M aKTHUBATOPOB IMporecca (pubpuHonuza. B mmazme
KPOBU HaXOJSATCS TakK)Ke MHTHOUTOPHI (huOpuHONIM3a, mofasistonme ero. Oqaum u3
BOKHEUIIINX TAaKUX MHTUOUTOPOB SBIACTCS 02-aHTUILIA3MUH, KOTOPHIA BBI3HIBACT
CBSI3bIBAHHE TNIA3MUHA, TPUIICUHA, KAJUTMKPEUHA, YPOKUHA3BI, TKAHEBOTO aKTHBATOPA
MJIa3MUHOTE€HA, TAKMM 00pa3oM MPEnsTCTBYS Iporeccy GUOPHHOIN3a Ha €r0 PAHHHUX
U Ha Mo3AHUX cTaausaX. CWIbHBIM WHTHOWTOPOM IIa3MHHA SBISIETCS Takxke ol-
nporeasHplii  wHTHOUTOpP. Kpome Toro Qubpunonmns Ttopmosutcs —anbdal-
MakporinooyiauHoM, Cl-TipoTea3HbIM HHTHOUTOPOM H TENBIM PSIOM HHTHOHUTOPOB
aKTUBATOpA MJIa3MUHOTE€HA, BhIpaOdaThIBAEMbIX B DHAOTENNH, a Takxke (hudpodiacTa-
MU, MakpodaraMu 1 MOHOITUTAMH.

Mexay mpoiieccaMu CBEPThIBaHUSI KPOBH U (PUOPUHOJIM30M B OpraHU3Me MOJI-
Jep>KUBaeTCs paBHOBecue. YcuieHue GpudprHoan3a 00yCIOBICHO MOBBIILIEHUEM TO-
HyCa CHMIATHYECKOW HEPBHOW CHCTEMBI M MOCTYIUICHHEM B KPOBb aJpCHATMHA H
HOpaJpeHAIMHA. JTO BBI3BIBACT AKTHUBAMIO (paKTopa XaremMaHa, 4YTO 3aIlycKaeT
BHEITHUN W BHYTPCHHHI MEXaHM3MBI MPOIYKIIUU MPOTPOMOMHA3ZEI, a TAKKE CTHMY-
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aupyeT XaremaH-3aBUCUMbIA (prOpuHonu3. 13 sHaoTenus Toxe NpOUCXOIUT Bblje-
JICHHE TKAaHEBOI'O0 aKTHUBATOpPa IUIA3MUHOI€HA UM YPOKUHA3bl, CTUMYJIUPYIOLIUX IPO-
necc puopuHOIU3a.

IIpy noBBIIEHMM TOHYCAa NAPACHUMIIATUYECKOM HEPBHOM CHUCTEMBI TaKKe
HaOJI0aeTCsl YCKOPEHUE CBEPTHIBAHUSI KPOBU U CTUMYJIALIMS TIpouecca GuOpuHOIIN-
3a.

OcHOBHBIM 3 (EpEHTHBIM PETYISATOPOM IPOLIECCOB CBEPTHIBAHMS KpOBU M (HuOpuU-
HOJIM3a ABJISIETCSA COCYAUCTas CTCHKA.

Cxema chnbpuHonusa

Brympe#rHtiii Mexanism Bretwinull Mexanusm
AKTUBATO pPBI

Xl —= Xlla i} }EIIF
KannueperH

MperannUKpenH | _, + >

+ BM KMHHHOTeH
BM KMHWHOreH ;

MpoakTuBaTOp
AKTHéaTop &
¥ + ¥ /

Mna3smMUHOTEeH | AHTMNNa3MMHLI | paga

{e,-aHTMMNA3MKH W Ap.)

HHrueuTopR
TpaHchepMaLLMK

— |

‘ HHrneuropel |l paga

NTA3MWAH

Puc. 9. Cxema ¢pubpunonusa (no 3.C. bapkazany, 2005)
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I'JIABA |l. OBCJIEAJOBAHUE BOJIBHOI'O I1PH
IHHOJO3PEHUU HA TATOJIOT'NIO TEMOCTA3A

[Ipu obcnenoBanuu OOJIBHBIX C MATOJOTHUEN TeMOCTa3a Bpad B MEPBYIO OYepeb
coOupaeT aHaMHe3 U U3y4yaeT KIMHUYEeCKue MposBieHus 3aboneBanus. [locine 3Toro
OH COCTaBJISI€T IJIaH 00ciieIoBaHUsI 0OJIbHOTO, KOTOPBIA U MPUBOJUT K MOCTAaHOBKE
OKOHYATEJIBHOT0 Juartosa. [IposBiieHHs] KPOBOTOYMBOCTH MPHU Pa3IUYHBIX FeMOppa-
rMYECKUX 3a00JI€BaHUAX U CUHIPOMAX HEOAHOPOAHbI. M3yueHune 3TuX MposiBJICHUN U
X 0COOCHHOCTEW OKa3bIBaeT Bpauy OOJBIIYIO MOMOII B MpoBeAeHUH AuddepeHin-
IbHO — JMArHOCTHYECKOro Mmoucka. Hemoyder KIMHMYECKMX JAaHHBIX U aHAMHe3a
3HAYUTEIBHO 3aTPYAHIET padOTy KIMHUIIMCTA.

Colupast anamHe3 y 00JIBHOTO C TeMOPParuyecKuM CHHIPOMOM HEe00XoauMo: 1)
MOJIYYUTh CBEJEHUS O BO3MOXXHOM HAJIUYUU KPOBOTOYMBOCTH Y POJICTBEHHHKOB
00JILHOTO; 2) BBISICHUTB, HE CTPAJaeT JIn O0JIBHOM, KaKuM JIN00 3a00eBaHNEM, KOTO-
pPO€ MOKET BBI3BaTh T€MOPPArMYECKUN CUHIPOM (3a00JIeBaHUs MEUYEHU, CUCTEMHbIE
3a00yieBaHUsl COCIMHUTEILHON TKaHU, 3a00JIEBaHUS MTOYEK, 3JI0KAYECTBEHHbBIE HOBO-
o0pa30oBaHus, TUPEOTOKCHUKO3, aJKOTOJIU3M, U T.1.); 3) 0c000€ BHHUMAaHHUE HYKHO
yIIeTUTh TOMY, KaKhe JIEKapCTBEHHBIE MpernapaThl MPUHUMAET 00IbHON (TeMopparu-
YECKHI CUHAPOM MOKET UMETh MECTO IPHU NEPEAO3UPOBKE aHTUKOATYJIITHTOB, J€3a-
IPETaHTOB, CyIb(haHUIAMUIOB, HECTEPOUIHBIX MPOTUBOBOCHIAIUTEIBHBIX CPENICTB,
[-6110kaTOPOB, aHTUOMOTUKOB, TPAHKBUJIN3ATOPOB, HUTPO(YPAHOB U T.1.).

[lepBbiM miaroMm B nuddepeHaibHOi TMarHOCTUKE TeMOPParuyeckoro auarte-
3a SIBJISIETCS ONpEJETICHNUE TUIAa KPOBOTOUHMBOCTH. IIpu 3TOM yUMTHIBatOTCS U3MEHE-
HUS KOXHU, MOJKOXHOM KJIETYaTKH, MBILII, CyCTaBOB, HAJIMYHE KPOBOTCUCHUH W3
BHYTPEHHHX OPTraHOB U MX OCOOCHHOCTH. BhiieneHune Thma KpOBOTOYMBOCTH BO3-
MO>XHO Ha OCHOBAHUH THIATEIILHOTO PacCIpoca OOJBHOTO, KOT/a YYUTHIBAIOTCS BCE
AMH30/Ibl TEMOPPATrUH, U 0OBEKTUBHOTO HCCIIEJOBAHUS OOJIBHOTO.

[Tpu 0OBEKTUBHOM HICCIIEIOBAHUN HEOOXOAMMO ONPEICIUTh TUI KPOBOTOYHBO-
ctu. 3.C. bapkaran (1988, 2005 rr.) BbIAEISET NATh TUIIOB KPOBOTOUUBOCTH:

1. I'emamommubiit mun XapaxkTepusyeTcsl MOSBICHUEM Ja)Xe IOCJIe OYEHb He-
OonpImMX ymuOOB HANPSKCHHBIX, KpaiiHe 0O0JIE3HEHHBIX KPOBOM3IUSHUN B TKaHU, B
MOJIOCTU CYCTaBOB, MOJ (acIi U alOHEBPO3bl, B 3a0PIOIIMHHOE MPOCTPAHCTBO U
oOnacTh kuBOoTa. B meTckoM Bo3pacTe mepBbie MPOSBICHUS KPOBOTOUYUBOCTA MOTYT
BO3HHUKATh MIPHU MPOPE3bIBAHUU 3y0O0B, MAPEHTEPATbHOM BBEICHUM BaKUMH. 17151 3THX
OOJIBHBIX XapaKTEPHBI JJIUTENIbHbIE U OOUJIbHBIE KPOBOTEUEHHMS MOCIEe XUpypruye-
CKMX BMENIATEIIbCTB, BOZHUKAIOIINE OTCPOUEHHO, yepe3 30-120 MuHyT mociie onepa-
LMY, PELUIUBUPYIOIINE KPOBOTEUEHUS U3 JIYHOK IOCiE ynajaeHus 3y0oB u T.1. Pe-
LIUIMBUPYIOIINE TE€MapTPO3bl, KPOBOUBIHUSHUS B MBIIIIBI U Pa3BUTHE KOHTPAKTYP
MPUBOST K OPTOINEIUYECKON MHBaNuau3anuu 0onbHBIX. KpymnHbie cycTtaBbl aedop-
MHUPOBAHbI, UX KOHTYpPHI CIVIAKEHBI, MOJABUKHOCTh YaCTO OTPAHUYEHA, MBIl KO-
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HEYHOCTEH B OoJbllield WM MeHblIel creneHu atpodupoBanbl. [loxonka ydacto
HapyllieHa, ObIBaeT XpOMOTa, OOJIbHBIE MOIB3YIOTCS MajJKaMu, KOCThUISIMHU, KOJIsCKa-
MH. ['eMaToMbl MOTYT pa3pyliaTh XpsIIEBYIO U KOCTHYIO TKaHb, CO3/1aBasi HA pEHTI e-
HOTpaMMe KapTHHY, HAalIOMHHAIOIIYI0O KOCTHYIO OIYyXOJib (TICEBAOOMYXO0JH). Jlerko
BO3HHUKAIOT '€MaTOMbl B ME€CTaX MHBEKIIMH, 0COOCHHO BHYTpHUMBIIICUHbIX. [leTexu-
aTbHOM KPOBOTOUMBOCTH HET, MAaHXKETOUYHAas M OaHOYHAas Mpoda OTPHUIIATEIbHBI.
[TpoObl Ha IIUTENBLHOCTH KpOBOTeUEHUS (/[pIOKa U JIp.) HOPMAIbHBI UK TIOYTU HOP-
MaJibHbI. ['€MaTOMHBIN CHHIPOM 4YacTO cOoYeTaeTcsi ¢ MPOQy3HBIMH CHOHTAHHBIMH,
MOCTTPABMATUYECKUMH M TOCIEONEPAIMOHHBIMU KPOBOTEUEHUSIMU (TTOYCUHBIMH,
KEIyTOYHO-KUIICYHBIMH U Jp.). DTOT THUI KPOBOTOUMBOCTH XapaKTepeH JJIs psja
TSDKEBIX HapYIIEHUH KOaryJsiMOHHOTO reMocTas3a, Hanbojee 4acThIM U3 KOTOPBIX
SIBJISIETCSI TeMODUITHSL.

2. Mukpoyupkynamopuwiii (nemexuanbHo-nAMHUCHMbLI, CUHAYKOGHLIL) MUN
KPOBOTOUYHMBOCTH XapaKTEPU3YETCs JIETKUM TOSBJICHUEM METeXUil (MsiTHA HA Koxke 1
— 2 MM, 0OYCJIOBJICHHBIC KaNWJUIAPHBIM KPOBOU3IUSHHEM) M MPAKTHYECKU 0€300-
JIE3HEHHBIX CHUHSKOB (IKXMMO30B) Ha KOXE KOHEYHOCTEH U TYJIOBHINA, pexke B 00Jia-
CTH IIEU U JINIA, a TAKXKE CKJIOHHOCTHIO K MEHOPPATrusiM, HOCOBBIM KPOBOTEUECHUSM,
reMatypuu. Bo3MOXHbI KPOBOUBJIMSIHHUS B KOHBIOHKTHUBBI, TJIa3HOE JHO, TOJIOBHOM
MO3T, XKEIyJOYHO-KUIIEYHbIE KPOBOTEUYEHHUs. 'eMopparuu JErkKo MPOBOLMPYIOTCS
TPaBMUPOBAHHEM MHKPOCOCYJIOB — TPEHUEM OJICXK/Ibl, MBIThEM B OaHe, C)KaTHUeM KO-
HEYHOCTU MaHXKETOH (IIPU M3MEPEHUH apTEePUaIHLHOTO JABJICHUS) WU PE3UHKAMU OT
YyJIOK, a TaKXe MOJKOKHBIMU HHBEKIUSAMH, JITKUMH yiiubamu. [IpoOsl Ha jOM-
KOCTh MHUKPOCOCYJOB (IIIUIKA, YKOJa, MaH)KeTHasi, 0aHOYHAasA) B OOJILITUHCTBE CIY-
YaeB MOJIOKUTENbHBI, BPeMsI KPOBOTEUEHUS YacTo (HE 00s3aTEbHO) YIITUHEHO.

TspkecTh 3TOro TUMa KPOBOTOUYMBOCTU MOMKET OBITh OT OYEHb MaJIOH, KOTrna
OONBHBIX OECIOKOMUT JIMIID «IIATHUCTOCTH» KOXH, 3aCTaBIAIONIAs JaXe JIETOM 3a-
KPBIBATh OJICKION PYKH W HOTH, OTKA3bIBAThCS OT MOCEIICHUS TUISHKEeH 1 0acCeitHOB,
710 BBIPAXKEHHOM C pa3BUTHEM XKeJe301e(PUIIMTHON aHEMUU U CHIDKEHUEM TPYI0CTIO-
coOHocTH. OCOOEHHO MYYHTENbHBI MPOQYy3HbIE MATOYHBIC KPOBOTEUCHHUS, WHOTIA
TpeOyrolue SKCTUPIAIUA MaTKH, a TAK)KE KPOBOU3IUSHUSA B CETYATKY IJia3a C MOTe-
pei 3peHus1, YIIOPHO MTOBTOPSIOIINECS HOCOBBIE U JKEIYIOYHbIE KPOBOTECUYEHHUSI, KPO-
BOUBJIUSIHUSA B MO3T U €ro 000JIOUKH.

I'emaTtom, reMapTpO30B M APYrUX MNOPAXKEHUM OIMOPHO-IBUTATEIIBHOTO alla-
paTa, OTCPOUYEHHBIX MOCJIEONEPAIMOHHBIX KPOBOTEUECHUM MPAKTUUYECKU HE OBbIBaET.
Cnonrannbie reMopparuu npu AUTII cBsizanbl B OoJblIeH CTENEHU C HAPYIICHHEM
aarroTpoduaeckoir pyHkuu TpomOommTOB. KieTku sHIOTENHS COCY0B, B HOPME
MPOTUBOCTOSIIIME TUANIEIC3HOMY NPONUTHIBAHUIO 3PUTPOLUTOB, HE MOT'YT MOJy4aTh
HEOOXOUMBIX BEIIECTB HEMOCPEACTBEHHO W3 TUIa3Mbl. TpOMOOIUTHI SBISIOTCS
(U3HOIOrMYECKUMU «KOPMUJIBLIAMUY» HHAOTENHS, OHU EPUOIUYECKU CMBIKAIOTCS C
SHJOTEINAIBHBIMU KJIETKAMU U «HU3JIMBAIOT» B HUX CBOE conepxkumoe. Eciu snnoTe-
JUAJbHBIE KIETKU JIMIIAIOTCS TPOMOOLUUTAPHON «MOJKOPMKW», TO OHU  OBICTPO
MOABEPratoTCs JUCTPOPUU U HAUYMHAIOT MPOIMYCKATh Y€pe3  CBOKO IMTOIIA3MY
ApUTPOUUTHI. BCTpeTuB Ha cBoeM myTH SIpO0  aTpodUPOBAHHOU IHAOTEIUATBHOM
KJIETKH, SPUTPOIUT MO0 OTKUMAET €ro B CTOPOHY, MO0 JoMaeT ero HajBoe. [Ipo-
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LIECC HaIe/Ie3a IPUTPOLIUTOB COBEPIIAECTCS B TEUEHUE HECKOJIBbKUX MUHYT € OOJb-
oW 3Heprueil. Belmenmme wu3 KanWUISIPOB 3PUTPOLUTHI 00pa3ylOT CIOHTAaHHBIE
MEJIKUE KPOBOM3IUAHMS. TakuM 00pa3oM, KpOBOTOUHMBOCTh MPU TPOMOOLIUTONIEHUN
CBsI3aHa, KaK C MOBBIIIEHHON JOMKOCTbIO MUKPOCOCYJIOB, TAK U C MX MOBBIILICHHON
MPOHULIAEMOCTBIO JIJISl APUTPOLIUTOB.

KpoBOTOUMBOCTh METEXMATBbHO-MSATHUCTOTO THUIIA COMPOBOXKJIAET MATOJOTHUIO
TPOMOOLIUTAPHO-COCYAUCTOTO FeMOCTa3a — TPOMOOIIUTONIEHUU U TUCPYHKIIUH TPOM-
O0UUTOB (TPOMOOLIMTONATUH), & TAKXKE PSAJl HACIEACTBEHHBIX M BTOPUUYHBIX TUIIO- U
nuchubpuHorenemuit, ymepenusii nepunur gakropos V, VI, X, Il u Xl (6onee
rryookuit negunut dpakropoB VII u Xl maeT xpoBOTOUMBOCTH CMENIAHHOTO THIIA)
(bapxkaran 3.C., 1988).

3. Cmewannulii (MUKPOUUPKYAAMOPHO-2emamomublit) mun. [Ipeobnanaot
MUKPOLMPKYJIATOPHBIE TEMOpPPAruy, HO Ha HUX MEPUOAMYECKH HACIauBalOTCS KpO-
BOM3JIUSHUS F€MAaTOMHOIO XapakTepa, OOWJIbHbIE CIOHTAHHBIE M MOCJIEONEpaluoH-
HbIE KPOBOTEUEHHUS, OOJBIINE KPOBONIOTEPU B PO/IaX, MEHOPPAruu. ITOT TUI KPOBO-
TOYMBOCTU OOYCIIOBIMBAET COYETAaHHE MPU3HAKOB JIBYX BBIIIE ONMMCAHHBIX BUJIOB I'e-
MOpParuyecKkoro CHHAPOMa, HO UMEET PsiJl KAYeCTBEHHBIX OTAUYMid. OT reMaToMHO-
ro OH OTJINYAETCS OYEHb PEIKUM M HETSIKENbIM MOpaKEHUEM CYCTaBOB, Ipeodiana-
HUEM TeMaToOM B TMOJKOKHOW M 3a0pIOMIMHHON KJeTdaTke, B OpbDKeike, cyocepose
KUIIEYHUKA (MHOTJIA C PA3BUTHEM €TI0 HEMPOXOJUMOCTH ) U BHYTPEHHUX opraHax. Ot
NEeTeXUaTbHO-TIITHUCTOrO THUIIA paccMaTpuBaemasi (popma OTJIIMYAETCst OOIUPHOCTHIO
KPOBOIIOATEKOB, YIUIOTHEHUEM KOKH B MECTaX I'€MOPpPAaruyecKoro MpONHUTHIBAHUS.
OTU KPOBOMOJATEKH 3aHUMAIOT KaK Obl MMPOMEKYTOUYHOE TOJIOKEHUE MEXKIY CHHSIKa-
MU U remMaToMamu. B JIpyrux mectax BBISBISIOTCS OOBIYHBIC METEXUU U CUHSUYKH.
IIpu neranbHOM M3YYEHHUHM aHAMHE3a B CIy4ae KPOBOTOUYMBOCTH CMEIIAHHOTO THUIIA
MIOYTH BCETJa MEJIKHE reMopparuu (MeTeXuu U CUHAYKHA, OCOOCHHO Ha MECTE UHBEK-
IIUH, a TAKXKE MOBTOPSIONINECS HEOOMIIbHBIE HOCOBBIE KPOBOTEUEHHS) MPEIIIECTBY-
I0T TIOSIBJICHHIO TeMaToM. ['eMaToMmbl dYalle HEMHOTOYHCIIEHHBI, HO MOTYT OBITh
OYeHb OOIIMPHBI, MPUBOIAUTH K THKEIOW aHEeMUU. | eMOpparu4ecKuii CUHIPOM MO-
KET NeOI0TUPOBATh TaKXKe MPO(Y3HBIMU MAaTOYHBIMH, JKEIYA0YHO-KUIIICYHBIMHU, TI0-
YEYHbIMM W HOCOBBIMU KPOBOTEUEHUSIMH. KpOBOTOUMBOCTH CMEIIAHHOTO THIIA
HaOMroMaeTcst mpu TsHKenbix (Gopmax Oone3Hn Bumnebpanna u cunapome Bumieo6-
panga-FOpreHca, 11 KOTOPBIX XapaKTEpHO HAPYIICHUE KaK B TPOMOIUTAPHOM, TaK U
B KOAryJsIIHOHHOM 3BEHE CHCTEMBI T€MOCTa3a, MPU TSKENBIX (opMax AePUITUTOB
dakropoB VIl u XllIl, a Taxxe npu psme MIMpPOKO pacpoOCTPaHEHHBIX MPUOOPETEH-
HBIX (BTOPUYHBIX) T€MOPPAru4eCKUX UATE30B, CBA3AHHBIX C CUHJIPOMOM JUCCEMU-
HUPOBAHHOTO BHYTPUCOCOYJIUCTOTO CBEPTHIBAHUS, TOPAKCHUSIMH TICYCHH U JAePUITH-
ToM BUTamMuHa K (MexaHudeckas >KenTyxa, KUIIEYHbIC TUCOAKTEpUO3bl), MPH Tepe-
JIO3UPOBKE aHTUKOATYJISIHTOB U MpenapaToB PUOPUHOIUTUUECKOTO AEHCTBUS.

4. Backynumno-nypnypHslit mun KpPOBOTOYMBOCTH XapaKTEPU3YETCS CHUM-
METPUYHBIMU BOCHATUTEIBHO-TEMOPPArHYECKUMU BBICHIMTAHUSIMU HA KOXKE KOHEYHO-
CcTed W HUWXKHEW dacTu TyhoBuila. [Ipu 3ToM yeTko OOHApPYKUBAETCS BOCMAIUTEIb-
Has OCHOBa 3TUX TeMOpparuii, CUHIOIIHO-KOPUYHEBAas MUTMEHTAIUs BOKPYI HUX.
DIEMEHTBI ChIITU MOTYT CIUBATLCA JIPYT C IPYTrOM, U3BSI3BIATHCS, MMOKPHIBATHCS KO-
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poukamMu. Bo3MOkHBI CyOCE€pO3HbIE KPOBOUBIUSHUS B KHUIICUHUK, WUMHUTHPYIOIINE
amnMeHIUINT, TeMaTypusi. BaCKylIUTHO-IIypIypHBIN THUI KPOBOTOUUBOCTH OOBEIUHSI-
€T reMopparuu, 00yCIOBICHHbIE BOCHATUTENbHBIMUA U3MEHEHUSIMU B MUKPOCOCY1axX
U NEPUBACKYJISIPHON TKaHU. DTU U3MEHEHHUs yauie oOyCJIOBJIEHbBI UMMYHHBIM MOpa-
KEHUEM CcOCyI0B (remopparnyeckuii MukporpomboBackynut Illenneiina-I'enoxa,
y3J10BaTasi 3puTeMa U Ap.) WK UHPEeKuusaMU (reMopparnyeckue JIUX0paiku, BUPYC-
HbI€ M CENTHYECKHE MUKPOBACKYIUTHI). ['eMopparun Bo3HUKaIOT Ha (POHE MECTHBIX
AKCCYAATUBHO-BOCTIAIUTENBHBIX U3MEHEHUM, B CBSI3U C YEM BJIEMEHTHI CBHIMK CJIErKa
BO3BBIIIAIOTCSA HaJl YPOBHEM KOXH, YIUIOTHEHBI, HEPEIKO OKPYKEHbI 00OJIKOM IMHT-
MEHTUPOBAHHOW MH(OUIBTPALIMK, B HEKOTOPBIX CIydasX HEKPOTU3UPYIOTCS, TTOKPHI-
BalOTCA KOpOUKaMH. ['MCTONOrnYeckoe nccae0BaHle MOATBEPKIAET MUKPOTPOMOO-
BaCKYJIMUT C pUOPUHOMIHOKIETOYHON MEPUBACKYIAPOHI HHPUIbTpALIUEH. DIEMEHThI
CBINHU NpH psife GOpM MpeTepreBaoT MeAJIEHHOE 00paTHOE pa3BUTHE, C JJIUTEIbHBIM
COXpAaHEHUEM MUTMEHTAlUU U OCTATOYHOW MHMIbTpauuu. Yacto mpoiecc compo-
BOXKJACTCS  JPYTMMU  WUMMYHHBIMH, QJUICPTUYCCKUMH WM  WHOEKIMOHHO-
TOKCUYECKUMHU TIPOSIBJICHUSMU: SPUTEMOM, KpanuBHuUIlen, orekom KBunke, nuxopa-
KOM, apTpaJITUsIMH, PEBMAaTOUHBIM CHHIPOMOM, MOPAKEHUEM TOYCK, KUIICUYHUKA U
JIETKUX, yBeJIMUeHUEM cesie3eHKU. [lo BceM 3TUM mpu3HaKaM KpOBOTOYMBOCTH Bac-
KYyJIUTHO-ITyPITyPHOT'O THUIIA JIETKO OTJIWYUTH OT APYruxX (opM reMopparnuyecKkoro
CUHIpOMA.

5. Anecuomamo3snstit mun KpOBOTOUMBOCTH OOBIYHO CBSI3aH C T€HETUYECKU 00Y-
CJIOBJICHHOW WJIM BTOPUYHOW TEJIEAHTMAKTA3UEN, IPU KOTOPOU BBISABIAIOTCA MEJIKUE
AHTMOMBI B BHJIE€ COCYJHUCTBIX Y3€JIKOB, IETENIb, WM «Iay4KOB» Ha pa3IMYHbIX
ydacTKaxX KOXH WIH Ty0ax, IeCHax, CIM3UCTON 000y0uke HOoca. Takue ke aHTHOMBI
MOTYT OBITh ¥ Ha JAPYTUX CIU3UCTBHIX 00070ukax. OHU MOTYT JaBaTh PEIUAUBUPYIO-
IKe, moa4ac BecbMa OOMIbHBIC U AHEMHU3UPYIOIIUE KPOBOTCUCHHUSI, IPUUEM HEPEIKO
MOBTOPHO KPOBOTOUYUT MPEUMYIIECTBEHHO OJIHAa HO3Aps. Pexxe ObIBaOT peruauBu-
pyrolme KpOBOTEUEHHUS U3 TEJIICAHTHMOAKTa3Hi B JKENyAKEe, KHIIEUYHUKE, MOYEBBIBO-
JSIIUX TYTAX, JIETKUX. DTU KPOBOTEUECHUS TPYAHO MOIJAIOTCS JICUEHHIO U MPEICTaB-
JSIOT yTpo3y ISl KM3HU OOJBHOTO. AHTMOMATO3BIM THUI OBIBAET MPU COCYIUCTHIX
JUCIUIA3UAX HACJIEICTBEHHOTO WK MPUOOPETEHHOTO Ir'eHe3a — TeleaHrudKrazuu (6o-
ne3nu Penmio-Ocnepa, JIyu-bap u ap., Bropudnsie GopMbI pU IUPPO3ax MEUYEHU) U
MUKpOaHTHOMaTo3ax. I[Ipu KpOBOTOYMBOCTH aHTMOMATO3HOTO THIIA JIA0OPATOPHOE
HCCIIEIOBAHNUE HE BBISBIISIET MEPBUYHBIX HAPYLIEHUM cucTeMbl remocTtasa. Mckimoue-
HUE COCTABIIAIOT JIUIIb peAKUE (POPMBI CEMEHHOTO reMOpPParndeckoro aHruoMarosa ¢
TPOMOOIIMTONICHNEH, TUTAHTCKUE reManrnomMel Kazabaxa-Meppurra ¢ TpoMOOIUTO-
MEHUEN U KoaryJionatueu nmoTpedyieHus] U MOCTaroHAIbHAs MUKPOAHTHOIUCILIA3US C
TPOMOOITUTOTICHUEH.

JlononHuTenbHOE 00CIeI0BaHUE OOIBHOIO C TEM WM MHBIM TUIIOM KPOBOTOUYH-
BOCTH BKJIFOYAET TECTHI, OLICHUBAIOIINE (PYHKIMOHAIBHOE COCTOSIHUE CUCTEMBI F€MO-
ctaza. KonuyecTBo Mx Benuko. Pa3nuuaroT pyTHHHBIE MPOOBI, MO3BOJISIIOUIUME BbI-
SBUTh OOIIYIO0 KOAryJsIIMOHHYIO HAaNpaBJI€HHOCTb KpoBU, U AuddepeHinanbHbIe
npoObl, KOTOpble OOHAPYXKUBAIOT NePUIUT OTACIBbHBIX (PAKTOPOB CBEPTHIBAHUS,
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OIICHUBAIOT (PYHKIIMOHAIBHOE COCTOSIHUE TPOMOOIIMTAPHOIO 3BEHA, CBEPTHIBAIOIICH
Y IPOTHUBOCBEPTHIBAIOIIECH CUCTEM reMoCcTasa.

HccnenoBanue coCyaucTO-TPOMOOLIMTAPHOIO TEMOCTa3a BKIKOYAeT B cels
OMpEeNIeNICHUE JIOMKOCTH MHUKPOCOCYAOB C MOMOIIBI0 MPOObI MAHXETOUHOU KOM-
Mpeccuu, NpoOkl IIMNKa, OAHOUYHON MPOOBI U T.J., ONpPEAEICHUE BPEMEHH KPOBOTE-
YeHHs U3 MUKpococyaoB (mpoosl Jlptoka, KBuka, AiiBu, bopxrpeBuka), mojacuer Ko-
JUYECTBAa TPOMOOILIMUTOB B KPOBH, ONIPEACIICHUE UX PA3MEPOB U CTPYKTYPHI, aJIrC3UB-
HO-arperanyuoHHoN (PyHKIIMU, OnpeieieHue aHTUTPOMOOIIMTAPHBIX AHTUTE].

[Ipu nuarHoCTUKE MATOJOTHH TPOMOOIIMTAPHO-COCYUCTOrO0 T'e€MOCTa3a HC-
CIEAYIOT COCYAUCTBIM KOMIIOHEHT, JJIsl 3TOTO MPOBOJSAT TaK HAa3bIBAEMbIE KANULIAD-
Hble npooul.

1. Ilpoba wunka. Bpau cobupaeT Haja KIIOUYUIEH KOXY W JellaeT HIUIoK. B
HOPME M3MEHEHUN KOXKU HE MPOUCXOJUT HU Cpa3y Mocie IIUIKA, HU B TEUEHHUE CY-
TOK. [Ipy CHH)KEHUU PE3UCTEHTHOCTH KAMMJUIAPOB HA MECTE IIUIIKA MOSBIISIIOTCS TIe-
TEXUH WM KPOBOMOTEKH, 0COOCHHO uepe3 24 yaca.

2. IIpoba sceyma unu mandscemounas npooa. OTCTynUB 2 CM KHHU3Y OT JIOKTE-
BOTO cru0a, O4epurBaIOT Ha BHYTPEHHEH MOBEPXHOCTH MPEATIICYbs KPYT JUAMETPOM
ScMm. Ha miedo HakIaabIBalOT MaHXXETY TOHOMETPA, COSIUHSIOT C MAaHOMETPOM M
nojajepKuBaroT napieHue Ha ypoBHe 90-100MM pt. cT. B TeueHue 5 MuH. 3aTeM
MaHXETy CHUMAIOT U IYT BOCCTAHOBJICHHSI KPOBOTOKA B PyKe B TEUEHUE SMUH., TO-
CJI€ Yero MOJCYUTHIBAIOT KOJIMYECTBO METeXU B OUEpUCHHOM Kpyre. B Hopme umcio
nerexuit He 6osiee 10. [Ipoba cunraercs cnabonongoxutrenbHOW npu Hamuuuu 10 —
20 merexuit, monoxurenbHo — 20-30 merexui, pe3Ko MOJOKUTEIBLHON — OoJiee
30 nerexuit. KommuectBo nerexuii 6osee 10 CBHAETENBCTBYET O CHHUKEHUH PE3U-
CTEHTHOCTU CTEHKHU KallWJUISIPOB, UTO MOXKET OBITh CBSI3aHO C HapyIIeHHEM (DYHKIIH-
OHAJILHOTO COCTOSIHHSI TPOMOOIIMTOB, CHUKEHUEM WX KOJIMYECTBA U aHTHOTPOdHUe-
CKOHM (hYHKIIMH, a TAK)KE C TMOBBIIICHUEM MPOHUIIAEMOCTH KANWJUIAPOB MPH Pa3IHy-
HBIX TATOJIOTUYECKUX TMpolieccax (BaCKyIUTHI, Ba30MATHH ).

3. Banounas npoba ocHOBaHA Ha OMpPEACIICHUN PE3UCTCHTHOCTH KaNWJUISPOB
10 OTHOUIEHUIO K OTPULIATEIbHOMY JaBJICHUIO, [TOJYy4aeMOMY C MOMOIIbIO NPUCTaB-
JISIEMOM K MOBEPXHOCTU TPYIH WIH MPEATUICUbs IPUCACHIBAIONIECH OaHKH, COeTUHEH-
HOU ¢ MaHOMeTpoM. [lomoxuTenbHON Mpoda cUrTaeTCs] PU TOSBICHHH MHOTOYHC-
JeHHbIX netexuil. Enunnunsie nerexun (10 10), Kak U OTCYTCTBHE METEXUH, paciie-
HUBAETCSl KaK OTPUIATEIbHBIN pe3yibTaT IPOOHI.

K nHambonee 3HaUMMBIM MeTO/IaM JaOOPATOPHOTO HMCCIENOBAHUS TPOMOOIUTA-
PO-COCYJIUCTOr0 TEMOCTa3a OTHOCST CIIETYIOIIHE.

1. Knaccuueckast npoba /[vroka — HUIKHUM BaJUK MOYKH yXa IOCJE JIETKOTO €€
COrpeBaHUs MPOKaNbIBaeTCs Ha TIyouHy 3,5 — 4 MM. Bpems kpoBoTeUeHHs mpy Ta-
KOM HUCCJIEJJOBAaHWU B HOPME HE MPEBbIIIAET 4 MUH, a KaIlJId KPOBU Ha (DUIIBTPOBAI b-
HOM OyMare CpaBHHUTEIIbHO HEBEJIMKH U HAaUYUHAIOT OBICTPO YMEHBIIATHCS MPUMEPHO
HauyuHag ¢ 1 - 1,5 muH nocne npokoina. [Ipu BeIpakeHHBIX TPOMOOLUUTONEHUSX (Me-
Hee 20 B 1 11) U TsxKeABIX JUCPYHKIUAX TPOMOOILIMTOB BpEMSI KPOBOTECUEHHUS YBEIH-
yuBaeTcs 10 20 - 40 MuH, IATHA KPOBH CTAHOBSATCS 3HAYUTEIBHO OOJBIITUMH U JJIH-
TEJIbHO HE YMEHBIIAIOTCS JUOO0 BOJHOOOPAa3HO, TO YMEHBIIAIOTCS, TO BHOBb YBEIIU-
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yuBatotcs. [Ipoda J[proka HEOCTAaTOUHO YYBCTBUTENbHA, Y 2/3 OOJIBHBIX ¢ TPOMOO-
[UTONATHUSIMU OHA Ja€T HOPMAJIbHbIE PE3YbTATHI.

2. bonee 4yBCTBUTENIBHBI IPOOBI, B KOTOPBIX BPEMSI KPOBOTCUEHUSI UCCIIENYETCS
Ha ()OHE MCKYCCTBEHHO CO3/IaHHOTO BEHO3HOTO CTa3a, JJIsl Yero Ha IJIeYO HaKJIaJbl-
BaeTCs MaH)XeTa OT ammapara sl U3MEpPEeHUs apTEePUAIBLHOTO JIaBJICHUS U B TEUCHUE
BCET0 UCCIE0BaHUA MOJepKuBaeTcs AaBienue, papaoe 5,3 klla (40 mm pT. c1.). Ha
¢doHe Takoro craza B npobe bopxepesunxa-Baanepa wa namoHHON MOBEPXHOCTHU
BEpXHEN TPETH MPEIsIeybsi HAHOCSATCA CKapu(UKATOPOM MOTEPEUHBIC HACEUKH Y-
ounoi 1 mm u guHoit 8—10 MM (HOpMa BpeMeHHU KpoBoTedeHus — 10 10 MuH), a B
npoOe AWBH C COaBT. B TOHM k€ 00JacCTU MPEAIUICUbsi HAHOCUTCS JIAHIIETOM IS B3si-
TUS KPOBU M3 Tajblla TPU MONEPEUYHBIX MPOKOJa rayonHON 3 MM (HOpMa BpeMEHU
KPOBOTEUYEHUS — 710 7 MUH).

3. Ha ¢one Takoro xe BEHO3HOI'O CTa3a BBINONHSETCS uccredosanue no A.C.
llumuxkosoii, pu KOTOPOM B KOHIIEBYIO (pajaHTy Majiblla HAHOCUTCS YKOJI T1yOuHOM
3 MM, TTOCJI€ YeT0 KOHUYHMK Tajblla MOrPYy>KaeTCcs B CTAKAHYMK C 5 MJI HU30TOHUYECKOTO
pacTBopa XJIOpUJa HATPUSI U YUUTHIBACTCS] BpeMsI KPOBOTCUEHHUS B MPOXOJISIIIIEM CBeE-
Te (€CJau pacTBOpP OYEHb MHTCHCHUBHO OKPAIIMBACTCS KPOBBIO, TO JJIS JAJIbHEHIIIETO
HaAOIIOJIEHUS MaJIel] epeMEIaeTcss B IPyroi Takoi crakaHuyuk). KomnuecTBo more-
PSHHOM KPOBH OIpPEAEINISIeTCs M0 MPUPOCTY 00BbEMA KUAKOCTH B CTaKaHYMKaAX (HOpMa
BPEMEHHM KpOBOTeUeHUs — 10 4 MuH, oObema norepssHHoi kpoBu — oT 0,01 mo 0,4
MIT).

4. B mecme no I''H. Cywxesuuy o0beM TepsieMOW KpPOBH OIpEIeNseTcsl 10
okpacke pactBopa ammuaka (0,04 %), B KOTOpBIi OTpysKat0TCsi OYMaXKKH C MSITHAMU
KpPOBH, ITyTEM KOJIOPUMETPUPOBAHUS HA MEJULIMHCKOM KOJIOPHUMETPE.

ITokazaHusi TeCTOB Ha JUIMTEIBHOCTh KPOBOTEUEHUS, OTKJIOHSIOIIUECS OT HOP-
MBI, CBUIETEIBbCTBYIOT O BBIPAXXEHHOM HAPYUICHUU TPOMOOIUTAPHO-COCYAUCTOTO
reMocTasa, OJHAKO NPU HOPMAJBHBIX pPE3yJNbTaTaxXx ATHX MPOO HE HCKIIOYACTCS
HAJIM4YME HEPE3KO BBHIPAKEHHBIX TPOMOOIMTOIATHH.

5. Iloocuem konuuecmea mpomboyumos 6 kposu (6 cuemuou kamepe I opsesa
npu azoeom KoHmpacme uiu ¢ ROOKPACKOU JUOO ¢ NOMOWbIO CHeMYUKO8 Yacmuy) —
BOKHEHIIIMI CITOCO0 JTMArHOCTUKU TPOMOOITUTONICHUM W TPOMOOIIMTONATHM, MPOTE-
KaIOUIMX C TOCTOSHHBIM WM MEPUOJUYECKUM YMEHBIICHHUEM KOJUYECTBA 3TUX KIle-
ToK (aHomanuu bepuapa-Cynbe, Mesg-Xerriauna u ap.).

6. Iloocuem xonuuecmea mpomboyumos no @oHuo - METONI OTIPEACIICHHS KOTH-
YecTBa TPOMOOIIMTOB B KPOBH MYTEM MHUKPOCKONHUHU Ma3Ka KpPOBH, (DUKCHUPOBAHHOIO
14% pacTtBOpOoM cynb(daTa MarHus, Npd KOTOPOM OJHOBPEMEHHO MOJICUUTHIBAIOT
TPOMOOIIUTHI ¥ SPUTPOIUTHI U BEIYHUCIISIOT UX OTHOIIECHHUE (B TIPOMUILIE).

[ToacueT yucna TPOMOOLIMTOB TaKXe MOJCKA3bIBAET, MOKHO JIM MPOBOAUTH HX
nanbHeiee GyHKIIMOHAIBHOE UCCIEIOBAHNE M KAKMM CIIOCOOOM OHO JIOJIPKHO OBITh
BBITIOJIHEHO (C MpeIBapPUTEIbHBIM KOHIEHTPUPOBAHUEM TPOMOOILIMTOB UM O€3 HEro,
(hOTOMETPUYECKU UITM MUKPOCKOMTUYECKH U T. 1.).

1. Uzyuenue pazmepos mpomboyumos ¢ maszke (mpomboyumomempusi) mMo3Bo-
JISI€T COCTAaBUTh MPEABAPUTEIBHOE CYXKJIECHHUE O Pa3HBIX MOMYISLUAX ITUX KJIETOK B
KPOBU HCCIIEIyEMOTI0 U MOJYYUTh MH(OPMALMIO O psjie UX aHOMAaJUi, a TaKXKe O
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HACBHIIIIEHUU TPOMOOIUTOB rpaHyilaMmu. [Ipu HEKOTOpBIX TpoMOoIuTONaTUsAX (CHUH-
npome Buckorra-Onapuya) B KpoBH Mpe00IaaatoT OUYEHb Majible TPOMOOLUTHI (10 2
MKM B JUaMeTpe), MpH APYyrux — ruraHrckue Gopmel (anomanuu bepnapa-Cyibe,
Mes-Xerrnuna) — 1o 8 MkM 1 Oonee. [Ipu psane TpomObouuTonaTuil 3T KIETKU Oen-
HBI TpaHyJiaMH, NPU APYTUX — HAPYILIEHA IEHTpaIU3alus rpaHyJl PU paciiacThiBa-
HUU TPOMOOLIMTOB Ha CTEKJIE, YTO CBUIETEIBCTBYET O HAPYIICHUHM PEAKIHMH OCBO-
OO0XIEHUS TPaHYJ U COAEPKAUIUXCS B HUX BEIIECTB, HEOOXOJUMBIX ISl OCYIIECTB-
JeHust reMocTasa. Bee 3Tu cBOICTBA, a TakyKe COCOOHOCTh TPOMOOLIMTOB K paciuia-
CTBIBAHHMIO U 00PA30BaHUIO OTPOCTKOB, OLIEHKA CTPYKTYPbI 3TUX KJIETOK MOTYT OBITh
U3y4YEHbl C TMOMOIIBIO OOBIYHOM M CKAHMPYIOUIEH 3JIEKTPOHHON MUKPOCKONHUH, a
TaK>Ke C OMOIIBIO0 HHTEep(hepeHIMOHHOM onTuku o Homapckomy.

8. Pempakyus kpoeanozo cezycmka 3aKOHOMEPHO HapyIllaeTcs MPU BbIPAKEHHON
tpoMbonutonenun (Mmenee 30 — 40 B 1 1) u npu HEKOTOPHIX (opMax KaueCTBEHHOU
HEMOJHOIIEHHOCTH TPOMOOILIMTOB, Yalle BCEro — Ipu TpomOouuToacTeHUM I naHii-
MaHHa, YPEMUYECKON TPOMOOIMTONIATUH U AP.

9. Uccneoosanue aoze3uno-azpecayuoHHOU QYHKYUU MPOMOOYUMOE8 — BaXK-
Hellee 3BEHO J1a0OpaTOpHON MUArHOCTHKU OOJBIIMHCTBA TpomOouuTonatuii. B
HACTOSIee BpeMsi pa3paboTaH psiji JETKO BHIOJHUMBIX U OOIIETOCTYIHBIX METOJI0B
UCCJIEIOBAaHNS, BKIIOYAIONINN BU3YaJIbHYI0, MUKPOCKOIIMYECKYIO U alapaTHYo (ar-
peroMeTpsl, MUKPODUIIBTPHI U JP.) PETUCTPALNIO 3TOU DYHKIINH.

10. Memoowr pemenyuu mpomboyumos Ha cmekie (uiu Guibmpax).
[IpoBoauTCst MOICUET TPOMOOIIMTOB B BEHO3HOM KPOBU JI0 U TIOCIIE MPOMYCKaHUs €€
C O TpEeneNeHHON CKOPOCThIO 4Yepe3 CTaHAAPTHYI0 KOJOHKY CO CTEKJISSHHBIMU
HIApUKaMH WA Yepe3 KOCHYKY U3 CTEKIIOBOJIOKHA; 10 YOBUTH TPOMOOILIMTOB M3 KPOBU
CYISIT O CTETICHU UX aiT€3UBHOCTH.

bonee mocTyrieH, XOTsS U HECKOJIBKO MEHEE TOYEH, METOJ ONPEIeNICHUs Yrciia
TPOMOOITMTOB B KPOBU JI0 M TOCTIE KOHTAaKTa €€ B TEUCHHUE OIPEICIIEHHOTO CPOKa C
BHYTPEHHEH MOBEPXHOCTHIO KOJIOBI, BpAIAIOIICHCS C ONPEACIICHHOW CKOPOCTHIO.
bonee TouHBI MeTOABI OMpeneNeHHS 3aJEPKKH TPOMOOIUTOB HA MUJUIAIIOPHBIX
¢unbpTpax (aumametp mop — 15 - 20 mxm). Ilpu 3THX TecTax OIeHKAa MOXKET MPOBO-
JUTHCS TI0O HAPACTAHUIO TPAIMEHTA JABJICHUS BhIIIE U HIDKE QUIbTpa (3aKynopka mop
TPOMOOIIMTAMH M MX arperaTaMu BeJEeT K YBEIUYCHHUIO ITOTO IMOKA3ATENs ).

11. Memoowvr uccnedosanus acpe2ayuoHHOU GYHKYUU MpomMoOOYUmMos.
I'emonusam-azpecayuonnulii mecm OCHOBaH Ha CIIOCOOHOCTH T€MOJIM3aTa OTMBITBIX
SPUTPOLUTOB, HCCIEAYEMOTO B Pa3BEICHUU 102 wu 10'6, BBI3BIBATH MPU
MOMEIIMBAHUM arperaiuio B €ro e IUla3Me, OJAEpiKalled OOJIbIIOe KOJIMYECTBO
TPOMOOITMTOB (COOTHOIIICHUE 00BEMOB IUTPATHOM I1a3Mbl ¥ reMonu3ata — 1,0:0,2).
YuuThIBalOTCS BpeMsl MOSABJICHUS arperaiuu (HOpMa MpU BBICOKON KOHIIEHTpaluu
remonu3ara — 11 - 17 ¢, mpu Huskoit — 40 - 54 ¢) u ee BeIpaXeHHOCTh. J([MHaMHKa
mpoiecca U €ro HMHTEHCUBHOCTh MOTYT OIIEHUBATBHCS Takke (POTOMETpUUECKU
(MEOUUMHCKUN  KOJOPUMETpP, 3€JE€HbI CBETOQWIbTP, TMOMEIIMBAHUE) U Ha
arperorpade 110001 KOHCTPYKIIHUH.

[Ipu rpaduueckoil peructpanuu mpolecca UCIOIb30BAHUE BBHICOKOT'O pa3Be-
nenust remoimsara (10°) mo3BoIsLeT MOMYYHTD ABYXBOIHOBYIO arperaTorpammy, B
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KOTOPOI BTOpasi BOJHA CBsI3aHA C BHIXOJOM M3 TPOMOOILIUTOB SHAOTCHHBIX CTUMYJIS-
TopoB arperaiun — AJ[®, karexosaMUHOB, TpOMOOKCaHa M Jp. DTa BTOpasl BOJIHA
XapaKTepU3yeT PeaklHi0 OCBOOOXKJEHHUSA, €€ He HaOJIoJaeTcs NMpU OTCYTCTBUU B
TPOMOOIMTAX IMJIOTHBIX rpaHysl (00JE€3HU IyJia XpaHEHHs) WK NIPU HAPYLIEHUH pe-
aKIMKM 0CBOOOXKIEeHUS (aCTIMPUHOINIOJOOHBIN CUHAPOM U JIp.).

['emonu3ar-arperailuOHHBIA TECT AOCTYIEH JIJIsl BBIIOJHEHMS B JIIOOOH J1abo-
paTopuu, He TpeOyeT HUKAKUX CIEIUATbHBIX PEaKTHBOB.

12. Busyanvuwiii Mukpomemoo onpeoeneHus azpecayuu  mpomooyumos.
CymHOCTh €r0 COCTOUT B TOM, UYTO MOJYYCHHAs B YCJIOBHSX CHIMKOHHPOBAHHS
BEHO3Hasi KPOBb CTAOWJIM3UPYETCS ABOWHBIM 00BeMoM 3,8 % mnuTpara HATpUs
(cootnomenue 2,4:0,6 mi), ee neHtpudyrupyor 6 mud npu 100 06/ /MuH, mocie
4Yero MoJy4YeHHyl Ooraryio TpoMOornuTamMu Iutazmy HaHocat no 0,02 M Ha
IpeIMETHBIE CTEKJIa U CMEIIUBAIOT C TAKUM K€ 00bEMOM arperupyromnmx areHToB —
AJI®, TpoMOMHOM, KOJIJIar€HOM, HOPAJIPEHAINHOM WM PUCTOMHUIIMHOM. KoHeuHbIe
KOHIICHTpAIIMH arperupyroliuX areHTOB B HCCIEIYEeMOW ITula3Me KPOBH JOJDKHBI
COCTaBJISATh:

e AI® 0,5%10™ Mmounb/1;

o Hopaapenanusa - 0,015%;

o TpoMOuHa - 0,125 ex/mn (KOHIEHTpaIMs KoJijareHa MOJAOHpPAeTCs] ONMBITHBIM
yTEM).

Bo3moxHO ucnbiTaHne Kak 0ojiee HU3KUX, TaK U 0oJiee BHICOKUX KOHIIEHTpa-
Uil arperupyromux arentoB. [log0op MX KOHIIEHTpallUU MOXET BapbUPOBATh B 3a-
BUCHUMOCTH OT HEOJMHAKOBOM aKTHBHOCTHU MPENapaToB Pa3IMYHOTO MPOU3BOJCTBA U
IpU pa3HOM aKTUBHOCTH OOpAa3IOB, B CBSI3M C 4yeM HE0OXoAMMa TMpeBapUTENIbHASL
MOJICOHKA KOHIIEHTPAIMU KaKJOTO areHTa Ha HopMaibHOU 1utazme. CMech Ooratoi
TPOMOOIIMTAMH TJIa3Mbl KPOBU arperupyrolero areHTa nepeMennBaeTcs mokaynuBa-
HUEM MPEAMETHOTO CTEeKJIa, Ha TEMHOM (DOHE C TMOMOIIBIO JYMbl PErUCTPUPYETCS
BpeMs TMOSIBJICHUS arperatoB B BHJIE «CHEXHOU Oypm». Ilpu oluenke pe3ynbTaToB
YYHUTHIBACTCSA YUCIO TPOMOOIMTOB B TutazMe. Tak, Bpemsi AJld-arperamuu, Bo3pac-
taeT ¢ 27 - 37 ¢ mipu 400 B 1 1 TpomOo1IMTOB 110 62 — 75 ¢ ipu 50 B 1 11, 2 TPOMOUH-
arperanuu — cooTBeTcTBeHHO ¢ 40 — 52 o 79 — 106 c.

13. [Ipagpuueckas pecucmpayus npoyecca aepeeayuu. I'padudeckas
perucTpalus mpoiiecca arperaldy Mnoj BIUSHUEM TeX K€ arperupyrolinx areHToB —
BecbMa MH(POPMATHBHBIM METOJl (DYHKIIMOHAILHOTO HCCIEIOBAHUS TPOMOOITUTOB.
Bremonnsiercst Ha arperorpadax wim arperometpax. [Ipu rpadudeckoit perucrpanuu
ONPENIEIIAIOT HE TOJIBKO BpEeMsl HACTYIUICHHS arperaiuu, HO U €€ HHTEHCUBHOCTH (110
BEJINYMHE OTKJIOHEHUS KPUBOM M IUIOLIAJM arperarorpaMmmbl), HaJlWMdhe NEPBOM U
BTOPOU BOJIHBI arperaiuu — Ipy UCMOIb30BAHUN MaJbIX KOHLIEHTPALMHI aJipeHalnHa
u AJI® (BTopas BOJHA XapaKTEPU3YET PEaKIHUI0 OCBOOOXKICHHUS), a TaKKe
MaTOJIOTUYECKON Jie3arperainm.

14. BecbMa BaXXHBIM SIBIIIETCS GU3YVATbHOE UMY 2pauueckoe ucciedosanue
azpezayuu mpomoOoyumos noo enuanuem pucmomuyuna. Hapymaercs 3TOT BHJI
arperanuu (KOHe4YHasi KOHIleHTpanus puctomuimua 0,8—1,0 Mr/mia) npu oaHOM U3
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HanOoJiee paclpoCTpaHEHHBIX FTeMOPpParnyeckux AuaTe3oB — Oone3nu BuieOpanaa,
a TaKkKe IMpu aHomManuu TpomMOouuToB bepHapa-Cynbe U Npu  HEKOTOPBIX
NpUOOPETEHHBIX BHUAAX YrHETEeHUs CcUHTe3a ¢akropa Bumnebpanna (ypemus,
MMMYHHAasi UHTUOULIMS €70 U T. [1.).

15. Tlpu obcnenoBaHuu OOJIBHBIX ¢ TPOMOOUUTONATUIIMHU, TPOMOOIMOOIUIMU
WM C TOBBIIIEHHOW HAKIOHHOCTBIO K TPOMOO3y U MILIEMUU B YUCIO OCHOBHBIX Me-
TOJIOB BKIIIQUAIOTCSl mMecmbl, ompaxcaoujue CROHMAHHYIO azpe2ayulo mpomooyu-
mog, T. €. BO3HUKAIOIIYIO B LEJIbHON KPOBHU WM B IJIa3Me KPOBH 0e3 J00aBiIeHUs ar-
PErHpYIONINX areHToB. J{Jisl BBISBICHHUS 3TOr0 (PEHOMEHA MPU MUKPOCKOIHMH Ma3Ka
KpPOBM 00pailiaeTcs BHUMAaHUE HAa COOTHOIIEHHE YUCIa OTAENbHO JIeKAIUX TPOMOO-
IIUTOB U WX arperatroB, COCTOSAMUX U3 3 — 5 TpoMOOuUTOB U Oojiee. DTOT PeHOMEH
Jy4lle BBIABIAETCS MPU MPOCMOTPE OCaJIKa, MOJYYEHHOrO MPU MHTEHCUBHOM LICH-
TpudyrupoBaHuu 6oratoil TpomOonuTamu miasmsl (20 — 30 mus npu 6000 06/mMuH),
ctabunu3upoBanHoi nutparoM wiu D TA-uurpatasiM pactBopoM. OaHako Gosee
CTaOWIbHBIE PE3yJbTAThI JAIOT CIEAYIOUME METOAbI ONPEIeNICHUsI CIIOHTAaHHOM arpe-
raruu.

Memoo Wu-Hoak ocHoBaH Ha TOM, YTO KPOBb W3 BEHBI HaOUpaeTCs B JIBE
NpOOUpPKHU, B OJJHOM M3 KOTOPBIX cojepxkutca pactBop D/TA, a B Apyroid — cmech
takoro e pactBopa D/TA ¢ 4 % pactBopom popmanuna. [locne nepememmBaHus
coliepkuMoe TpoOupok orcramBaercs 30 MUH TpU KOMHAaTHOW Temmepatype. Bo
BpeMsi OTCTaMBaHUs arperatbl OCENaloT, a OTAEJbHbIE TPOMOOILMTHI OCTAIOTCS B
HajocanodHoM cioe. [locie oTcTanBaHUs MOACUYUTHIBAETCS YHCIO TPOMOOIIMTOB B
HAJ0CaJOYHOM CJI0€ B Ka)XJoM U3 mpoOupok. B HopMe pas3HHIla B KOJIHYECTBE
TPOMOOIIUTOB B COJAEPKMUMOM oOeux MpoOupok He mpesbimaer 10—15 %, mnpu
MOBBIIIEHHON CIIOHTAHHOM arperaiyi OHa BO3pacTaeT.

Ilo memooy H. U. Tapacosou (1984) yObuIb TPOMOOIMTOB M3 IIEIBLHOU
IIUTPATHON KPOBU B arperaThl YUYUTHIBACTCS TOCIE 3-MHUHYTHOTO B30aNThIBAaHUS €€ Ha
BerpsixuBaresie ABY-1 co ckopocteio 90 - 100 pa3 B 1 Mmun. B npobupky ¢ 0,5 mi
KpOBH, IMO/IBEpraBIlielicsi BCTpsXUBaHUIo, BBoauTcs 1 M 1 % pactBopa dpopmanuHa B
M30TOHMYECKOM pAacTBOpe XJopuaa HaTpus. Bropas mpoOupka ¢ KOHTpOJEeM He
IIOJIBEPraeTcsi BCTPSIXUBAHUIO, M B COAEPXKALIYIOCS B HEW KpPOBb TOrO XK€
HCCIIETyeMOTo 4yepe3 3 MUH Takxke BBOAUTCS pacTBop ¢opmanuHa. Kposbs B 00enx
npoOupkax oTctamBaeTcs 30 MwMH, TOCIE 4Yero B HAJOCAJAOYHOM  CJIOE
MIOJICUMTHIBAETCS 4YMCIO TpoMOOUMTOB. B HOpme pasHuna B  KOJIUYECTBE
TpoMOoIMTOB HE TpeBbimaet 20 %, Mpu MOBBIIIIECHHOW HAKIOHHOCTH K arperaruu
OHa Bo3pacTaeT. B ciy4asix BbISBIECHHS HapyLIEHUH NpPU NPUMEHEHHH OCHOBHBIX
TECTOB, XapaKTEepU3YIOIINX TPOMOOLIUTAPHBIN remMocTas, BBITIOJHSIOT
JOTIOJTHUTEIIBHBIE CIIEUATbHBIE HCCIIEJOBAHUS.

IIpr HE0OXOIMMOCTH MPOBOJAST UCCIIEIOBAHNE KOJINYECTBA METaKapUOLUTOB B
MUEJIOrpaMMe U TPENaHaTe KOCTHOTO MO3ra ¢ U3y4eHHEM MOP(OJIOrHH 3THX KIETOK,
ANEKTPOHHO-MUKPOCKOIIMYECKOE ~ HM3YYEHHE  YIBTPACTPYKTYpbl  TPOMOOLIUTOB,
ONpEJENICHNE AHTUTPOMOOLIMTAPHBIX AHTUTEN IYTEM HMMMYHO(DIHOOPECLIEHTHOTO
HCCJIEI0BAHNS B CYCIIEH3UM TPOMOOIIMTOB MMMYHOIUIOOYJMHA, CBA3aHHOIO C 3TUMU
KJIeTKaMH - MeToA JlukcoHa, ompenesneHue MpOAOHKUTEIbHOCTH KU3HU MEUYEHBIX
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ayTOJIOTMYHBIX TPOMOOLUTOB, KOJIMYECTBEHHOE ONPEEICHUE COAECPKAHUS B TUIa3Me
KpPOBH JI0 U TOCJIE€ arperaiuu TpOMOOLUTAPHBIX (PAaKTOPOB, OMNPEIEICHUE MAPKEPOB
HEIMOJIHOUEHHOCTH 3HIOTENHS U aKTUBALIMHU COCYAUCTO-TPOMOOIIMTAPHOIO reéMOCTa3a
U ApyTue crnenupuueckue MeTo bl KCCIIeTOBAHUS.

TecTbl KOAryaslIMOHHOTO 3BE€HA CUCTEMbI T€MOCTa3a, KOTOPbIE UCIIOIb3YIOTCS
B JJabopaTopuu Ha JAHHBIM MOMEHT, MOKHO pa3/ieNuTh Ha aBa Buja. [lepBoiil — «io-
KaJIbHBIE» TECThl, PE3YJbTAThl KOTOPBIX MO3BOJISAIOT OXAPAKTEPU30BATh COCTOSHUE
OTIEIbHBIX (PAKTOPOB WIIM 3BEHBEB KaCKaJHOW peakuuu. B UX yucio BXOJIAT pyTUH-
HbI€, €KETHEBHO HCMOJIb3YEMbIE TECThI, TAKUE KaK aKTUBUPOBAHHOE YACTUYHO TPOM-
oomnactuHoBoe Bpemsi (AUTB), mporpom6unoBoe Bpems (I1B), mpoTpomMOUHOBBII
ungekc (ITTH), mexxnynaponnoe Hopmann3zoBanHoe oTtHomenue (MHO), ¢ubpuno-
red, D-numep, anturpom6us III, npoteun C, daxrtop VIII, koHUEHTpaus 1 aKTUB-
HOCTb HEKOTOPBIX APYTUX (HaKTOPOB.

Bropoii Bua — «riobanbHble» KOaryjJoruyecKhe TECThbl, pe3yJIbTaThl KOTOPBIX
MO3BOJIAIOT OLEHUTH PabOTy CHUCTEMBI reMocTaza B II€JOM — TpombOoanacTorpa-
¢usi/MeTpusi, TECT reHepaluu TpoMOMHA U TPOMOOJMHAMUKA.

«JIokanpHBIE» TECTHl (PUKCUPYIOT U3MEHEHMSI aKTUBHOCTH/KOHIIEHTPALIMU OT-
JENbHBIX (DAKTOPOB CBEPTHIBAHMS, HO MPU 3TOM HE MOTYT OXapaKTEpPHU30BaTh,
HACKOJIbKO 3TH JIOKaJbHbIE M3MEHEHHS MOBIUSIM (WM HE TOBIUIM) HAa OOLIYIO
CIIOCOOHOCTD TIa3MbI 0OJIBHOTO K 00pa3oBaHMIO CcrycTKa. «['100abHbIe)» TECThl MO-
I'yT aTh B PYKH Bpada MHTErPAIbHYIO KapTUHY COBOKYIHBIX HU3MEHEHHU, MPOU30-
HIEIIINX CO CBEPTHIBAIOUIEH CHUCTEMOM KPOBH OOJBLHOTO, HO HE CIIOCOOHBI OXapaKTe-
pHU30BaTh OTHENbHbIE (AKTOPHI KOATYJISIIIMOHHOTO KacKajaa.

Takum 00pa3oM, «IOKaJIbHBIE» U «TJI00ATBHBIE» TECTHI TOMOJHSIIOT APYT NIPY-
ra, ¥ UCKyCCTBO Bpauda 3aKJIOYaeTCS B OJHOBPEMEHHOM HCIOJB30BAHUM CHIIBHBIX
CTOPOH M BO3MOKHOCTEH Kak TeX, Tak U Apyrux. [lanee mpuBoaum Hanbosiee BaKHbIC
MOKa3aTeu KOaryjaorpaMMbl.

1. Onpedenenue spemenu ceepmuléanusi kpogu. Y JIMHEHUE BPEMEHU CBEPTHI-
BAaHUS CBUJETEIbCTBYET O 3HAYUTEIBHBIX CABUTaX B CHUCTEME I€MOKOAryJISLUH U
Jale yKa3blBaeT Ha: BBIPAKEHHYIO HEJIOCTATOYHOCTh (PaKTOPOB, YUACTBYIOLIUX BO
BHYTPEHHEM MEXaHU3ME KOaryisanuu; AePUIUT nNpoTpoMOuHa; nedunutr hudpuHO-
reHa; HAINYue B KPOBU MHTHOUTOPOB CBEPTHIBAHUS, B YACTHOCTH TeMapuHa.

2. OnpedeneHue akmu8upo8aHHO20 YACMUYHO20 (NAPYUATbHO20) MPOMOONLA-
cmunogozo epemenu — AUYTB (AIITB). Ymenbiienue AUTB cBunerenbCcTByeT o Tu-
NEPKOAryJIsiiui U CKIIOHHOCTH K TpoMO03aM, YBEIHUEHUE — O TUIIOKOATYJISIIIUH KPO-
Bu. AUTB upe3BpuaiiHO 9yBCTBUTENBHO K NEe(PHUIUTY TUTa3MEHHBIX (PAaKTOPOB CBEP-
THIBaHUS, YYACTBYIOIIMX BO BHYTPEHHEM MexaHu3Mme cBepThiBaHUs (daktopsr XII,
XI, IX, VIII) u "e 3aBucHT OT Aedunnuta TpOMOOIIMTOB WK WX QYHKIIMOHATHHOU HE-
JIOCTAaTOYHOCTH (B cBs3U ¢ AoOaBneHueM kedanuna). AUTB ynnuHsaercs takxke npu
HaJM4YUU B KPOBU MHTHUOUTOPOB CBEPTHIBAHUS (TEMApUHA) U MOXKET OBITh UCIOJIb30-
BaH KaK YyBCTBUTEIbHBIN TECT JIsl KOHTPOJISI 32 IEUEHUEM T€IapUHOM.

3. Onpeoenenue 6pemenu pexarvyuurayuu cmabuIU3UpOBAHHOU KpPOBU
(naazmoel). Y ITMHEHWE BPEMEHHU pEKaIbIM(PUKAIIMU MOXKET OBITH O0YCIOBJICHO: HE-
JIOCTATOYHOCTHIO OOJBIIMHCTBA TUIA3MEHHBIX (DAKTOPOB CBEpThIBaHUS (KpoMe (ak-
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topoB VII u XIII), nepuunurom tpombouutapHoro gakropa III (mpu BeipakeHHOH
TPOMOOIIMTONIEHUH WJIM HApyUIEHWU PEaKIUU BBICBOOOXKIEHUS), U30BITOUHBIM CO-
Jep)KaHueM B IUla3M€ MHTHMOUTOPOB CBepThiBaHUs (remapuHa), Hamuuuem JIBC-
CUHApPOMA.

4. IIpompombunogoe epems (NpompomoOUuHO8wsIli unoexc). Y NIIMHEHHE IMpo-
TPOMOMHOBOTO BpeMEeHHU (YMEHbILIEHHE MNPOTPOMOMHOBOTO HMHAEKCA) HHTETrpaibHO
OTpakaeT HEJAOCTATOYHOCTh IUIA3MEHHBIX (PAKTOPOB, YYACTBYIOIIMX BO BHEUIHEM
MEXaHU3Me CBEpThIBaHUS M B akTHBauuu nporpomoOuna (VII, X, V), a Taxke Ha Ko-
HeuHbIX dTanax koaryisuuu (I u II). HauGonee yacTeiMu nmpUuuyuHAMU TaKOTO M3Me-
HEHUSl SBIAIOTCS: MPUEM HENPSAMBIX AHTUKOAryJasHTOB ((DeHWIMH, CHUHKyMap,
HEOJIUKYMApUH U Jp.), Ae(DULUT COOTBETCTBYIOUMX BuTaMuH K-3aBHUCUMBIX (hakTo-
poB cBeptbiBanud (paxrtopsl 11, VI, IX, X) npu TsoKenbIx NOpakeHUsIX MapeHXUMbI
neyeHu (TemaTur, UUppo3, pak) U HEAOCTATOUYHOCTH BUTamuHa K (MexaHuudeckas
KENTyXa, HAPYIICHHs BCAChIBAaHUS B KULICYHUKE, TUCOAKTEPHO3 KUILIEYHUKA U T. II.),
neurut QudbpuHorena (runmoguOpUHOTEHEMUs), sBisAtomerocs K-He3aBUCHUMBIM
(dakTopoM CBepTHIBaHUS (TsKEJIbIe MOPAKEHUS MAPEHXMMBbI TIEUCHU U JIp.), HAJTU4He
dbenomeHa napaxkoaryisiiuu, B yactHoctu npu JABC-cunapome.

5. Meowcoynapoornoe nopmuposantnoe omuowenue (MHQO). YBenuueHue mnoka-
3arenst MHO BbI3bIBatoT 60J€3HM neueHu, Aedpuuut Butamuna K, BHyTprucocynucroe
CBEpThIBaHUE, HaAcHeACTBeHHBIN Aedurut Qakropor Il (mporpomobun), V, VII, X,
adubpuHoreHeMus, runopudpuHOoreHemus (yposeHb pudpuHorena menee 50 mr/100
MIT), TUCPUOPUHOTEHEMHUS, JICUCHUE HEMPSIMBIMH AHTHUKOATYJISHTAMU, UPKYIUPY-
IOITUE aHTUKOATYJISTHTHI.

6. Tpombdbunosoe spems. IlpuunHaMu yIUIMHEHUS] TPOMOUHOBOTO BPEMEHU SIB-
nstores: adpubpuHoreHemus u runoguodpunorenemusi, IBC-cunapom u apyrue ma-
TOJIOTUYECKHE COCTOSIHUS, COMPOBOXKIAIOIMMECS (PEHOMEHOM TMapakoaryisiud ¢
HapylIeHUEM TIpoliecca nmoinuMepuszanuu GuOpruHa U HapacTaHWEM KOHIICHTpAIlUU B
KpoBHU TIpoaykToB nerpananuu pudpuna (I1JD), Tsoxenbie mopakeHUs: OCIKOBOCHH-
TETUYEKON (YHKIIMM MEYEHH, NPU KOTOPBIX CHUXKAETCS CUHTE3 (pUOpHHOTreHa, OCT-
pbIii GUOPHUHONN3, YBEIUUEHNE B KPOBH KOHIIEHTPAIIMH MHTHOUTOPOB TpoMOMHA (aH-
tutpoMOuHa III, remapuna). Onpenenenne TPOMOMHOBOTO BPEMEHHU HCIIONB3YETCS
JUTSL KOHTPOJIA 32 JICUEHUEM TenapuHOM U (PUOPHHOIUTHKAMH.

7. Tpombosnacmoepaghus. llupokoe pacrnpocTpaHeHHE B KIMHUYECKOU MpaK-
THUKE TMOJY4UT METOJ TpoMmOosnactorpapuu, KOTOPBIA MO3BOJISIET PErHCTPUPOBATH
CBEPTHIBAHME KPOBU U M3MEHEHHMs YNPYTOCTU CTYCTKa KPOBH BO BPEMEHH (peTpak-
1uro u Jm3nc). OCHOBHOM YacThIO JIFOOOTO THIa TpomOod3Iactorpada (reMokoarysio-
rpaga) sBISETCS KIOBETa, B KOTOPYIO BHOCST HCCIENyeMYIO KpoBb. B KioBeTy mo-
IPyXarT CTEP’KEHb C JMCKOM WM IUIACTUHOW HAa KOHILE, KOTOpas He Kacaercs ee
cTeHOK. CTep)KEeHb CBA3aH C PErMCTPUPYIOUIUM YCTPOMCTBOM TpomOoamactorpada.
CreunanbHOe yCTPOWCTBO NMPHUJAET KIOBETE KOJeOaTeNbHO-BpallaTelbHbIE JIBHKE-
HUS1, KOTOpPbIE MOT'YT NEPEAABATHCS HA CTEP’KEHb (M PErUCTPUPYIOLIEE YCTPOUCTBO),
TOJBKO KOT/a B KIOBETE, 3allOJTHEHHOW KPOBbIO, HAUHETCS 0Opa3oBaHue HUTEH Puo-
puHa. Ilo Mepe oOpa3oBaHus U YIUIOTHEHUS CTYCTKA aMIUTUTY1a KOJIeOaHU M CTEPIKHS
YBEIMYHUBAETCS U IOCTUTAET MAKCUMYMa.
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[IpenyoxkeHo MHOXXECTBO KOJIMYECTBEHHBIX IMOKa3aresieid TpoMOol1acTorpam-
MBI, TPU U3 KOTOPBIX 3aCITYKUBAIOT BHUMAHUS:

- Bpems peakuuu (R) — Bpemst OT Hauana ucciieJoBaHMsl JO Havalla CBEpPThIBA-
HUS KpOBU (MEPBBIX OTKIOHEHUN TPOMOORIIACTOIPaMMBbl OT NMPSAMOM JIMHUH ).

- Bpewms koarymsuuu (K) — Bpemst oT Hayana JBMKEHUM cTepxHs pubdopa 10
MOMEHTA, KOTJla aMILUIUTYa TPOMOOAIaCTOTpaMMbl COCTaBUT 20 MM.

- MakcumanpHas ammiutyga (MA) TpoMO031aCcTOTpaMMBL.

Cuuraercs, uTo BpeMsi R XxapakTepu3yeT B OCHOBHOM TEpBYIO ¢azy KoaryJs-
1uuu, a BpeMst K - uHTeHCMBHOCTh 00pa3oBaHusi puOpuHa. HopmanbHble BETMYUHBI
MPUBEJICHHBIX TpPeX IOKa3zaTelel TpoMOod3IacTorpaMMbl OOBIYHO YCTAHABIUBAIOT
AMITUPUYECKH JJIsI KaK0TO Mprubopa. B cpeaneM y 310pOBBIX JH0/IEH BpeMs peakiuu
(R) coctansier 4-10 muH, Bpems koaryinsiuu (K) — 5-7 MuH, a MakcuMaibHas aM-
mwtyna (MA) - 45-65 mun. Jig runepkoaryisiiiui KpoBU XapakTepHO YKOPOUYEHUE
R, K u yBenuuenne MA, a mist runokoaryssiiuun — yainuaenre R u K u ymensie-
Hue MA. Cnenyer OTMETUTD, YTO B IIEJIOM YYBCTBUTEIBHOCTH TpoMbOoO3IacTorpadpuu
K HapYIIEHUSM TEeMOKOAryJsIMu JOCTATOYHO HM3Kas, COMOCTaBUMasi C UYYyBCTBH-
TEJILHOCTHIO BPEMEHM CBEPTHIBAaHUS KPOBH, a TpoMOolnacTorpaduueckue rmokasare-
JIY JIUIIH BeChbMa MPUOJIU3UTEIBHO OTPAXKAIOT OTASIbHBIE CTAIUU Mpollecca KoaryJis-
muu. TeM He MeHee, TpomOoanacTorpadus MOXKET HCIOJIb30BaThCsl B KIIMHUKE IS
JUHAMUYECKOTO KOHTPOJIS 3a JICYEHUEM aHTUKOATYJITHTAMH.

8. Aymokoazynayuonnwiii mecm. MeToj 3aKifodyaeTcs B UCCIEIOBAHUU JTUHA-
MUKH 00pa30BaHMs MU MHAKTUBALIMK TPOMOWHA B pa3BeieHHOU B 20 pa3 ¥ reMoiu3u-
POBaHHOM KpOBM MallMEHTA TMPHU J00ABIECHUU THIOTOHUYECKOTO PAacTBOpa KajbIUs
xsiopuaa. OLeHnBaeTcsl CBEPTHIBAIONIAsl AKTUBHOCTh €M OJIM3AT-KaJIbLIUEBON CMECH C
MOMOIIBI0 TeMokoarysorpada. ['eMonM3upoBaHHBIE SPUTPOIUTHI 00ECIIEUYUBAIOT
KOHTaKTHYI0 ¥ (hOCcHOTUNUIHYIO aKTUBAIIMIO TIpoliecca CBEpThIBaHUA (TT0100HO Kao-
JTUHY U KealuHy MPU KCCIEAOBAHMHM AaKTHUBHPOBAHHOTO YACTUYHOTO TPOMOOTILIA-
CTHHOBOTO BpeMeHH). Takum 00pa3oMm, ayTOKOAryJISIIMOHHBIA TECT OKa3bIBACTCS
YyBCTBUTEJIBHBIM K HapyLICHHUSIM BHYTPEHHEr0 MEXaHU3Ma CBEPTHIBAHMS.
[Tokazarenu: A - CBepThIBaroias akTUBHOCTh Ha 2-i1 MUH WHKyOarmu, % Hopmaib-
Hble BeqmuuHbl = 15,5 + 3,0; MA - MakcuMaiibHas CBEpThIBaIOIasi aKTUBHOCTh, %o
Hopmanbsubeie Benuumnnasl = 100 £ 1,1; T1 - Bpems goctmwxkenus 1/2 makcumanbHOU
akKTUBHOCTH, MUH. HopmanbeHbie Benuuunbl = 3,7 £ 0,2; T2 - Bpems J0OCTHXKEHUS
MaKCUMaJdbHOW aKTUBHOCTH, MHUH. HopManeHbie BemuuuHbl = 9,5; T - Bpems ot
Hayajga WHKyOalluM JI0 MOMEHTA, KOTJIa aKTHBHOCThH CHWXaercs o 1/2 MA. Hop-
MaJIbHbIC BEJIMYMHBI = 35.

VYBennuenue 3HaueHuid T1 u T2, a Takxke ymensieHue A u MA cBuzeTenb-
CTBYIOT O TUTIOKOATYJISIITUU, KOTOPasi MOXKET OBITh 00yCIIOBIIeHA: nePUIMToM (haKTo-
poB BHyTpeHHero mexanusma cBeptbiBanus (XII, XI, IX, VIII); nedunurom dakro-
poB X u V; gedunurom axkropoB koHeuHoro 3tana koarymisiuuu (I u 11); n30brtkom
MHTUOUTOPOB TpoMOUHa (renapuH, antutpomOus Il u ap.)

9. Onpeoenenue ¢uobpunocena. YMeHbIICHUE KOHIIEHTpauu (HuOpUHOTEHA
HaOJrogaeTcs: MpH BPOXKICHHONW HEIOCTAaTOYHOCTH (puOpuHOoreHa (adudOpuHOTECHE-
MUsl, TUNO(UOPUHOTEHEMUS, HEKOTOPbIE BapUaHThl NUCHUOPUHOTCHEMUN); TIPU Tsi-
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KENbIX 3a00JIEBaHMSX MAPEHXUMbl NE4YeHH (UMppo3, pak, rematut); npu JIBC-
CUHApPOME NpU ocTpoM (pubpuHonau3e. Hepeako BcTpeuaeTcss yBelnnyeHUE KOHLEH-
Tpauuu pudpuHorena. Hanbosee yacThiMU NpUYMHAMU TUIEPPUOPUHOTCHEMHH SIB-
JSI0TCA: OCTpble MH(EKIMOHHBIE 3a00JEBaHUS; OCTPbIE U XPOHUYECKUE BOCHAIH-
TeNbHbIE 3a00JIEBaHMS; 3JI0KAYECTBEHHbIE HOBOOOpPAa30BaHUS; TPOMOO3BI M TPOM-
005M00JIMH, B TOM YHUCJIE Yy OOJBHBIX OCTPHIM MH(APKTOM MHOKap/a, UIIEMUYECKUM
MHCYJIBTOM U T.II.

10. Onpeoenenue 8b1cOKOMONEKVIAPHBIX NPOU3BOOHBIX (PubpuHoceHa. PacTBo-
pumbie pudpuH-MmoHoMepHbie kKomiuiekehl (POMK). [IpoaykTel nerpaganuu Gpudpu-
HoreHa (I1®). IlonoxurenbHble pe3ynbTarhl 00eux npod BcTtpevatorcs npu IBC-
CUHAPOME WJIM MAaCCUBHBIX TPOMOO3aX U TPOMOOIMOOIHSIX, COMPOBOKAAOMINXCS AK-
TUBaLUEN cucTeMbl GUOPUHOIU3A.

11. @usuonocuueckue anmuxoazyraumeol. PaznuyaroT ABe rpymibl (GU3MOIOTH-
YECKUX aHTHKOAryJIsSHTOB: l. mepBUYHbIE, TOCTOSHHO COJIep)Kallliecs B KPOBH - aH-
tutpoMOuH III, renapun, nporenn C, a2-mMakporjioOyJuH U Ap. 2 . BTOPUYHbIE —
oOpa3yroluecs TOJIbKO B MPOIECCE CBEPTHIBAHMS KPOBU M PUOPUHONIH3A.

12. Tecm eenepayuu mpombura — VHTETPAIbHBIA MOKa3aTedb COCTOSIHUS CH-
CTEMBbI CBEPTHIBAHUS KPOBU. TpOMOMH — TJIaBHBIA (PEPMEHT CUCTEMBI CBEPTHIBAHUS
KpoBu. OH KaTaau3upyeT OCHOBHYIO PEAKIIMIO 3TOW CUCTEMBbI — IpeBpaleHue Gpuo-
puHoreHa B ¢pubpuH. Kpome Toro, uMEHHO TPOMOUH OCYIIECTBISIET OCHOBHYIO pPEry-
JISLHAIO CUCTEMBI, akTUBUPYs (pakTtopsl cBepthiBanus V, VIII, VII, XI, XIII, nporenn
C, TpoMOOIUTHI, TPOMOMH-aKTHBUPYEMbIN HHTHOUTOp hubprnHoausa. Hakoner (4to
HEMAJIOBAXKHO C MPAKTUYECKON TOUKH 3pEHUs), TPOMOMHA MIPU CBEPTHIBAHUH 00pa3y-
ercs Oonbire (B 10-100 pa3), yem BceX OCTaIbHBIX CEPHUHOBBIX MPOTEHHA3 CBEPTHI-
BaHUs BMeCTe B3AThIX. MccinenoBanne KHHETUKH TPOMOMHA MOXET MPUHECTH Maccy
JOTIOTHUTENbHON MH(pOpMalUK, KOTOpasi HeJAOCTYIHA U3 MPOCTOTO HAOIIOJEHUS 3a
KMHETUKOW CBepThIBaHUS. @UOPUHOBBIN CI'YCTOK — BCETO JIUIIThL KOHCUHBIN Pe3yIbTaT
npolecca CBepThIBAHUS; HAOIOAaTh €r0 Ba)KHO, HO ISl TTOHUMAHUS MEXaHU3MOB
mpoliecca HeOOXOAMMO 3arJITHYTh TIIyOXKe.

[Tpu HEOOXOAMMOCTH BBIIIECTIEPEUNCICHHBIE TECThI JOMOIHIIOTCS UCCIEI0Ba-
HUEM MPOTHUBOCBEPTHIBAIOIIETO 3B€HA CHCTEMBI F€MOCTa3a, KOJIUYECTBEHHBIM OIpe-
JIeIEHUEM aKTHUBHOCTH U COJIEp’KaHUs B IJIa3ME OTIENbHBIX (PaKTOPOB CBEPTHIBAHUS
KpoBH, dakropa Bunnebpanna, pubprunonmsa u T.1.

MeToIMKN BBIIOJHEHUSI 3TUX TECTOB OMNMUCAHBI B PsAJIE COBPEMEHHBIX PYKO-
BOJCTB II0 JIMarHOCTHKE HAPYIIEHHM IeMocTas3a, 4acThb M3 KOTOPBIX INPUBEJEHA B
ciicke mutepatypsl (bapkaran 3.C., Momot A.Il. J/I[uarHocTiuka i KOHTpOJUpyeMas
Tepanus HapylleHuil remoctasza, Mocksa, 2008; Momot A.I1. Ilatonorus remMocrasa,
CII06, 2006; Momot A.Il. CoBpeMeHHbIE METO/bI PACIO3HABAHUSI TPOMOOTHUYECKON
rotoBHOCcTH, bapnaymn, 2011; IlerpumeB H.H., ITanasn JLII., I'emoctas., CaHKT-
[TeTepOypr, 1999 u np.).

Ilocne onpeneneHuss TMNa KPOBOTOUMBOCTH M PE3yIbTaTOB 0OCIIEI0BaHUsA MPO-
BOAMUTCS AU((epeHInaNbHbIA TUarH03 B 3aBUCUMOCTH OT THUIIa KPOBOTOYMBOCTH IS
YCTaHOBJIEHHSI HO30JI0THYECKOM (POPMBI TEMOPPAruyecKoro Juaresa.
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I'JIABA I11. TATOJIOT'YUSA TPOMBOILIUTAPHO -
COCYAUCTOI'O 3BEHA TEMOCTAS3A.

K »3T0if rpynne reMopparudyeckux IUATE30B OTHOCSATCS TPOMOOLIMTONECHUH
(CHMXKEHUE KOJMYECTBa TPOMOOIIUTOB B Mepudepruieckoil KpoBU) U TpoMOOIIUTOIIA-
TUU (HapyleHue (PyHKIMOHAIBHOIO COCTOSIHUS TPOMOOLUTOB, MPU UX JOCTaTOYHOM
KOJINYECTBE B KPOBH).

TPOMBOLUTOINIEHNHU

TpombOouuTOneHne Ha3bIBACTCS  COCTOSIHUE, MPU KOTOPOM  KOJIMYECTBO
TPOMGOIUTOB B meprbeprdeckoil kpoBu cHmkaercs Menee 150 x 10°/m. Hopmais-
HO€ KOJMYECTBO TPOMOOLUTOB B mnepudepuyeckoil kpoBu cocrasiser 150 —320 x
10%/n.

Pasmuuaror (3.C. Bapkaran, 1988, 2005):

1. TpomOouuTonenuu, oOyCIOBIEHHbIE HEAOCTATOUHON MPOAYKIMEH TPOMOOIIUTOB

B KOCTHOM MO3T€, YTO MOXET UMETh MECTO IMPHU allJIaCTUYECKOM aHEMUHU, XUMUYe-

CKOM U PaJHAIllMIOHHOM MOPaXEHWU KOCTHOTO MO3ra, 3aMEIIeHHH KOCTHOTO MO3ra

OITYXOJIEBOM TKaHbIO, AeduiuTe BUTaMuHa Biy U (onmeBoil KUCIOTHI, BPOXKIEHHON

MErakapuolUTapHON TUIMOIIa3UU, OCTPHIX JIEMKO3aX U MPH psijie Ipyrux remadia-

CTO30B U T.J.

2. TpoMOo1uTONeHnr, 00YyCIOBICEHHBIE OBBIIIEHHBIM pa3pylIEHUEM TPOMOOIIUTOB.

NMMyHHBIE TPOMOOIIMTONIEHUH MOKHO PA3JIEIUTh Ha YETHIPE TPYIIIIHI:

- QJUIOMMMYHHBIE, TIPH KOTOPBIX pa3pylIeHHEe TPOMOOIIMTOB CBSI3aHO C HECOBME-
CTUMOCTBIO TIO OJTHOM U3 TPYIIIOBBIX CHCTEM KPOBH, JUOO B CBSI3H C TpaHC(]y3ueit
PEIUITUEHTY YYXKUX TPOMOOIIMTOB MPU HAIMYUU K HUM aHTUTEN, JTUOO B CBS3HU C
NPOHUKHOBEHHEM AaHTUTEN K PEOEHKY MaTepH, MpEeaBAPUTEIHHO UMMYHHU3HPO-
BaHHOM aHTUT€HOM, OTCYTCTBYIOIIUM y HEE, HO UMEIOIUMCS Y peOeHKa;

- TPaHCHUMMYHHBIE, [IPU KOTOPBIX AyTOAHTUTENIA MaTEPH, CTPAJAIOIICH ayTOUMMM Y-
HOHM (MJIMOMATHYECKOH) TPOMOOIIMTONEHHYECCKON MypITypOM, MPOHUKAIOT 4Yepes
TUTAIICHTY W BBI3BIBAIOT TPOMOOITUTOTICHUIO Y pEOCHKA;

- TETepOMMMYHHBIC, CBSI3aHHBIC C HAPYIICHWEM aHTUTEHHOW CTPYKTYphI TPOMOO-
LMTA [0J] BIUSHUEM BUpYCA WIH C MOSBICHUEM HOBOTO aHTUI'€HA WJIM TalTeHa;

- ayTOMMMYHHBIE, TTPH KOTOPHIX aHTHUTENIa BHIPA0ATHIBAIOTCS MPOTHB COOCTBEHHO-
ro HEM3MEHEHHOI'0 aHTUTeHa. DTO HamOOJIee YacTO BCTPEHAIOLIASACS TPYyIIa UM-
MYHHBIX TPOMOOIIMTONIEHUEH. AYTOMMMYHHAs (MIUONATAYECKasi) TPOMOOIUTO-
MeHuYecKas mypiypa OyaeT moapoOHo pa3odpaHa HIKE.

3. TpomboruTonieHnu, 00yCIIOBIIEHHBIE HAPYIIICHUEM paCIpeneseHUs MyJI0B TPOM-

OOLMTOB. ITO TPOMOOIUTONEHUH, OOYCIOBICHHBIE CEKBECTpAIlUEl TPOMOOILIMTOB B

ceneszenke. CekBecTpauusi TPOMOOIMTOB B CEIE3CHKE MOXKET YBEJIMYHUBATHCS IMPHU

3a00JIEBAHUSX, COMTPOBOXKAAIONIUXCSL CIUICHOMETAIUE (IUPPO3 TMEUYEHH C MOPTalb-

HOU runepTeH3ueil, capkou03, 00JIe3HU HAKOILICHUS U T.]I.)
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Tabauuya 3

Knaccuguxayua mpomoéoyumonenuii

TpomOGouuTonennu OcHOBHbIE NIPUYHHBI TPOMOOIUTON EHHIT
TpomOouuToneHn, 1N l'unonponudepanisi WM TUIOIUIA3MS METaKapHoIu-
00yCIIOBIICHHBIE TapHOTO POCTKAa KOCTHOro Mosra: 1) amuactudeckas
CHUIKEHUEM ITPOTyKLUN aHemus, 2) MEAMKaMEHTO3Hasi MHTOKCUKALUs, 3) ajKo-
TPOMOOIIMTOB rojibHAsT WHTOKCHKaIus, 4) BuUpycHas WHpEKIus, 5)

HaCJIEICTBEHHAs] MErakapuolUTapHas aruiasus, 6) npu-
oOpeTeHHass  M30JIMPOBAHHAs  aMmerakapuoLuTapHas
TpoMOOLIMTONIEHNYECKass Myprnypa, 7) IAJIUTENbHAsl T'h-
MOKCHSI.

Hesddexrupnbiil TpoMOotmTonoes: 1) meranodmactHas
aHemusl, 2) mapokcu3MajbHasi HOUHasi TeMOTJI00UHYpHs,
3) nebunut TpoMOOMOATHHA, 4) aJIKOTOJIU3M, 5) BHU-
pycHast uHbeKIus, 6) BpOKJICHHBIE COCTOSHHSL.
Mertaniazusi MerakapuoluTapHOrO POCTKAa KOCTHOTO
Mosra: 1) neiko3bl, 2) MHOXECTBEHHas MHeloMa, 3)
audomsbl, 4) MeTacTasbl 3I0Ka4€CTBEHHBIX OIyXO0Jei, 5)
Muenopuopos, 6) rpanyaeMaTo3HbIe HH(EKINH.

[ToBeiIEHHOE pa3pyie-
HUE TPOMOOIIUTOB WJIH UX
noTeps

[loBBINIEHHOE pPa3pVIIEHNE TPOMOOIMTOB, 00YCIOBIEHHOE

MMMYHOJIOTHYECKUMH _TIpolieccamu: 1) ayTOMMMYHHbIE

<

(mauomaruueckasi ~ TPOMOOLIMTOINIEHWYECKAs  MYypITypa;
TPOMOOIIMTOTIEHUH MPU CHUCTEMHBIX 3a00JI€BaHUSX COEIH-
HUTEJIbHON TKaHW, CUCTEMHBIX BaCKYJIUTaX, TUMGPOIPOIIH-
dbepaTuBHBIX 3a00JIEBaHUSAX, TP OEPEMEHHOCTH, TIPH TIPHU-
e€Me HEKOTOPBIX JIEKAPCTBEHHBIX CPENCTB), 2) U30MMMYH-
HbI€, AJUIOUMMYHHBIE, TPAaHCUMMYHHBbIE  HEOHAaTaJlbHbIC
TPOMOOILIMTOTICHUH; TTOCTTPaHC(Py3nOHHAsT TPOMOOIIUTOIIE-
HUSL.

[ToBblllIEHHOE pa3pylieHHe U MOTpelieHne TPOMOOIUTOB,
00YCITOBJICHHOC HEMMMYHOJIOTHYECKMMHU MexaHu3mamu: 1)
JABC-cunapom, 2) TpomOoTHYecKass TPOMOOUMTOIEHUYE-
CKasl Mmypiypa, 3) reMOJUTHKO-YpeMUYecKuil cunapom, 4)
MaTOJIOTUSl BHYTPEHHEH MOBEPXHOCTH COCYIIOB, S5) 0XKOTH,
6) cercuc.

[HoTeps TPOMOOLKTOB MPU THKEIOM KPOBOTCUCHHH.
TpombonnToneHrs pa3BeJeH s IPU MACCUBHBIX TpaHc]y-
3USIX.

Hapymenue pacnpenene-
HUS MyJia TPOMOOLIMTOB

CuneHomeranus (HCOHJ'IaCTI/I‘-IeCKaH, I/IHd)eKLII/IOHHaSI, KOH-
T'SCTUBHAA, HCYTOYHCHHOI'O reHe3a).

AyTOMMMYHHAasi (MANONATHYECKAs1) TPOMOOIUTONEHUYECKAs MypInypa

DTHOJIOTUS X ATOTECHES

Otuonorust 3a00JieBaHUSI TOYHO HE YCTAaHOBJIEHA. Y JeTed ayTOMMMYyHHas
(uanonaruyeckas) TpoMOonuronennueckas nypnypa (AUTII) o6pruHO HabMOAaETCS
1ocJie TIEPEHECEHHOr0 MHQEKIIMOHHOTO 3a00seBaHusl (ITpUII, KOpb, KpacHyXa, BET-
psHas ocria, BUY u np.), BakIMHALNY, TIEPCUCTEHITMN BUPYCOB (BUpYC DMIITeiHA-
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bapp, muromeranoBupycHas wuHpeknus). HexoTopble JieKapCTBEHHBIC IpermapaThl
MOTYyT BbI3bIBaTh pa3zButue AUTIIL: XxuHunus, conu 30J10Ta, aHTUOMOTUKH, HATTUTUK-
COBasi KHUCJOTa, IapaieTaMoJll, aCOHUPUH, HECTEPOUIHBIC MPOTHBOBOCTAIUTEIbHBIC
npenaparsl, Kantonpui, MopduH, renapud u n1p. AUTII — npuobperernHoe 3adoine-
BaHME, JUIsI KOTOPOTO XapaKTepHA MOBBIIIEHHAS JCCTPYKIUS TPOMOOIIUTOB BCIEI-
CTBUE O0Opa30BaHUSl aHTUTEN K MUX MEMOpAaHHBIM aHTUTEHAM, OOYCJIOBJICHHAs aHO-
MaJIbHBIM OTBETOM Ha aHTUTEHBI. B OCHOBE MaTOJIOTMYECKOrO MPOLIECCa JIEKUT CPbIB
MMMYHOJIOTUYECKOM TOJEPAaHTHOCTH K cOOCTBeHHOMY aHTUreny. CTpanaer QyHKIIUs
MMMYHHOKOMIIETEHTHOW CUCTEMBl OpPTaHU3Ma, YTO XapaKTepU3yeTCs YMEHbBIICHUEM
coaepxkanusi T-mTuM@OIIMTOB B KPOBHU, CHUkKEeHUE OyiactTpaHdopmainuu ¢ ¢urTore-
MarrjIilOTHHUHOM, YBEJUYeHHEeM KoindecTBa B-nmumdonuToB u HyseBbIX KieTok. Kak
U3BECTHO, aHTUTeNa BbIpabarbiBatoTcst B-mumdonuramu, a T-nmumdonurtsl ocy-
MICCTBISIOT (PYHKIIMIO MMOMOITHUKOB, 0€3 KOTOpPhIX HEBO3MOXKEH OTBeT B-
KJIETOK Ha aHTUTEHbl. AHTUTPOMOOIIMTAPHBIE ayTOAHTHUTENIAa HAXOASATCS MOJ KOH-
TpoJjieM T-XeNnepoB U IUTOKUHOB. Jloka3aHO y4acTHe B BhIPaOOTKE MMMYHOJOTHYE-
CKOW TOJIEPAaHTHOCTH T-CyIpeccopoB, OJIOKUPYIOMIUX BKiItoueHHUe B-mumMdonuTos B
nmpoiiecc aHTuTenooOpasoBaHus. Takum 00pa3oM, 3HAYUTEIBHOE CHIDKeHHE T -
JTUMQOIIMTOR U BBHITIAJICHUE UX PETYIHPYIOIIETO BIUSHUS 00YCIOBIMBAET IMOBBIIICH-
HBIN U OECKOHTPOJILHBIN B-KJI€TOUHBIM MMMYHHBIH OTBET, C Y€M CBSI3aH POCT YPOBHS
UMMYHOTJIOOYJIMHOB B ChIBOpOTKe KpoBu OonbHBIX ¢ AUTIL Ilpu nedurure T-
cyrnpeccopoB B-nuMdonuTsl MOTyT pearupoBaTh Ha pa3jiMYHbIE aHTUTEHBI, B TOM
YHClie TIOX0XKUE HA COOCTBEHHBIE, YTO MPUBOJIUT K 3aITyCKy ayTOUMMYHHOTO TpOILieC-
ca. Cenesenka npu AUTII urpaet «0OUYUCTUTENBHYIO» POJIb, YAAISS U3 LHUPKYISIIUN
TPOMOOIIMTHI, COJEpKAIlllUe HA CBOEH IMOBEPXHOCTHU ayToaHTHUTena. Paspyrenue
TPOMOOIIMTOB, B HE3HAYUTEIHHOM KOJUYECTBE, TAK)KE MPOUCXONUT B TEUYCHU U
KOCTHOM MO3T€.
Knaccuduxamms AWUTIL:

[To TedyeHu o BBIACISAIOT ocTpbie (Mpoaoikaromuecs ot 3 10 6 mec.), BcTpeya-
fomuecs vame y nereid u xponuwdeckue popmer AUTII, mabmogaromuecs vaiie y
B3pocibiX. [locnennue noapa3nensoTcss Ha BAPUAHTHI

a) C peIKUM pelUIMBUPOBAHUEM;

0) ¢ YacTBIM PEIUANBUPOBAHHEM,

B) HEMIPEPBHIBHO PEIUANBUPYIOIIEE TCUCHHE.

ITo nepuony 6one3Hu:

a) oboctpenue (kpu3);

0) kuHUYecKas peMuccusi (OTCYTCTBHE MPOSIBICHUN TeMOPPAaruaecKoro CHH-
ApoMa IPH COXPAHSIONICHCS TPOMOOIIMTOIICHUHN );

B) KIINHUKO-T€MATOJIOTUYECKAS] PEMUCCHS.

Knunnyeckas kaptuHa

Octpas ¢popma AUTII BcTpeuaercs, riaBHbIM oOpa3om, y aetei (80-90%). V
pebeHka, yJaie Bcero mociie MHGEKIMOHHOTO 3a00JieBaHUsl WM BaKIMHAIUU, TPU
4yeM, KaK MpaBwUiio, 4Yepe3 3 HeNeTU, BHE3AIMHO CHIKAETCS KOJIMYECTBO TPOMOOITUTOB
U Pa3BUBAETCS TEMOPPArMYECKUN CUHIPOM MO METEXUAJbHO — MSATHUCTOMY THUIY
(Blanchette V., et al. 2002). I'emopparudeckuii CHHIPOM OOBIYHO TPEICTABIICH
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KOXKHBIMU T€MOpparusiMi pa3iudHbIX pa3MepOB U JABHOCTH, KOXkKa TAKUX OOJILHBIX
4acTO HAIIOMUHAET «IIKypy Jieonmapaa». OTMedaroTcs TakKe KPOBOMU3JIUSHHUS B
CIIM3UCTBIE 000JIOUKH, KPOBOTCUCHHSI U3 CIIM3UCTHIX (HOCOBBIE, IECHEBBIC, U3 JIYHKU
yAaJIeHHOTO 3y0a, pexe — meneHa, remarypusi). [Ipu ¢usukanbHoM oOcieT0BaHUN
0O0JBHOr0,  KPOME I'eMOpparuyeckoro CHUHAPOMA, IPYrHe CHUHIPOMBI MOPAKEHUS
(uHTOKCHKANMA. JIMM(BAJACHOTIATUS M TeMaTOCIUICHOMETalnsi) HE BBISBIAIOTCA. B
Clly4ae 3HaYUTEIbHOTO CHIDKEHHS YKClia TPOMOOLIUTOB BO3PACTaeT PUCK MPOdY3HBIX
KPOBOTEUEHHUN C pa3BUTUEM TSkKeNOW moctreMopparudeckoit anemun. Y 80% nereit
3a00J1€BaHNE IPOTEKAET B OCTPOM popMe U B JajbHEUIIIEM HE PeLUIUBUPYET.

VY B3pocnbix yaile ObiBaeT xponuueckas popma AUTIL. bone3nb pazBuBaetcs
3a4acTyro 0e3 sIBHOM CBA3M € KaKUM JIMOO MpeAlecTBYOUMM 3aboaeBanueM. [ naB-
HbIM KJIMHUYECKUM CHUMITOMOM ABJISIOTCS TeMOpparuu. BeipaXeHHOCTH Te-
MOpParuyecKkoro CUHJIpOMa pas3iinyHa, OT €AUHUYHBIX CUHSKOB M HEOOJIBIIUX TETe-
XUU 10 MacCHBHBIX KPOBOTCUEHHMH W3 BHYTPEHHUX OpPraHOB W KPOBOUBIIMUSHUN B
KU3HEHHO Ba)KHbIE OPTraHbl U LIEHTPbI. XapaKTEPHO «IIBETEHHE CUHIKOB». CIIOHTaH-
Hele reMopparuu nipu AUTII cBs3anbl B OoJblel CTENEHW C HApYIIEHUEM aHTHO-
Tpouuecko PyHKIMHU TPOMOOLMTOB. DHAOTEINANIBHbBIE KIETKH, B HOPME MPOTH-
BOCTOSIIIIUE TUAMNEAE3HOMY IPOMUTHIBAHUIO 3PUTPOLMTOB, HE MOTYT IOJYy4aTh He-
O0OXOJIMMBIX BEIIECTB HEMOCPEACTBEHHO W3 IUIa3Mbl. TpoMOOIUTEI SBISIOTCS (PU-
3UOJIOTHYECKUMH «KOPMUJIBLIAMHUY»  3HJIOTENUS, OHU MEPUOJUYECKH CMBIKAIOTCS C
SHIOTEIMAIBHBIMU KJIIETKAMH U «U3JIUBAIOT» B HUX CBOE coaep:kumoe. Ecnu snaore-
JUaNbHbIE KIETKU JIUIIAIOTCS TPOMOOLUTAPHON «IOJKOPMKH», TO OHH  OBICTPO
NOJIBEpraloTcs AUCTPOUU M HAYMHAIOT IMPOIYCKATh YEPEe3  CBOKO LHUTOILIA3MY
PUTPOIUTHL. BCTpeTuB Ha cBOEM IMYTH AP0  aTPOPUPOBAHHOW SHAOTEIUATBHOM
KJIETKH, SPUTPOLIUT JIUOO OTKUMAET €ro B CTOPOHY, JUOO JOoMaeT ero Haasoe. [Ipo-
IIECC JTharie/ie3a HYPUTPOIIMTOB COBEPIIAECTCS B TEUEHHWE HECKOJIbKUX MUHYT C 00Jb-
oM 3Heprueul. Brlmeamme w#3 KamWUIIPOB SPUTPOLMUTHI 00Pa3yIOT CIIOHTAHHBIC
MEJKUE KPOBOM3IUSAHUSA. TakuM 00pa3oM, KPOBOTOUYHUBOCTh IIPU TPOMOOIIUTOTICHUHU
CBS3aHA, KaK C MOBBIIIEHHOW JJOMKOCTbIO MHKPOCOCYJOB, TAK U C MX IMOBBIIIEHHON
MIPOHULIAEMOCTBIO ISl SpUTPOLUTOB. Kak mpaBuiio, CIOHTaHHBIA T€MOPParu4ecKui
CUH/IPOM Pa3BUBACTCS MPU CHIKEHUU TPOMOOIIUTOB MeHee 50X 10%/n (bapkaran 3.C.,
1988, 2005). B psine cirydaeB TpOMOOIMTHI MOTYT ITOJTHOCTBIO OTCYTCTBOBATh B KPO-
BU.

I'eMopparum Ha KOXe€ 4acTO JIOKAIU3YKOTCS HAa MEPEAHEW MOBEPXHOCTHU KO-
HeyHocted u Tynosumia (Puc. 10, 11, 12, cm. nBeTHy!0 BKIaaKy). OHA MOTYT TPOSIB-
JATBCS B MECTaxX MHBbEKUMWA. Ha CImM3uCTON pOTOBOW IMONOCTH, SI3BIKE HEPEAKO BO3-
HUKAIOT CIIOHTAaHHBIE TeMOpparuyeckue KpoBouzmusiHus (puc. 13, cM. IBETHYIO
BKJIa/IKYy). KpoBou3nusHuUS Ha nulie, B pOTOBOM MOJOCTH, B KOHbIOHKTUBE CUUTAIOTCS
CEpPbE3HBIM CUMITOMOM, CBHUAETEIBCTBYIOIIUM O BO3MOXHOCTH KPOBOW3IUSHUI
B T'OJIOBHOW MO3T. Takum OOJBHBIM JOJKEH Ha3HAYaThCs MOCTENbHBIA pexum. Pe-
LIUIMBUPYIOIINE JIECHEBbIE U HOCOBBIE KPOBOTEUEHHUSI YACTO HOCAT MPOQy3HbINA Xa-
paktep. Hepenko eTMHCTBEHHBIM CUMITOMOM OOJIE3HU SBJISIFOTCSI MEHOPPAruu, BO3-
HUKAKOIIME B Ha4YaJle NEpUoa MOJ0BOro co3peBanusd. KpoBoTeueHus: U3 JIyHKH yJa-
nenHoro 3y0a y 0oiapHbIx AUTII HaunHaroTcs cpaszy mociie BMEIIATeIbCTBA U MOTYT
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MPOJ0JIKATHCSA HECKOJIBKO YacoB WK JHeW. OaHaKo mociie OCTAaHOBKU OHU, Kak Mpa-
BUJIO, HE BO30OHOBIISIIOTCS, YEM OTJIMYAIOTCS OT PELMIUBHPYIOLIMX KPOBOTEUEHUN
npu reMopunuu. [Ipu AUTII moryT HaOmonaThCs TAXKEIble KPOBOTEUEHUS U3 JKe-
JyJOYHO-KHUILEYHOTO TPaKTa, MATOYHbIE KPOBOTEUEHHUS, IPUBOIALIME K aHEMHU3ALlUU
OOJIBHBIX M CO3AAIONIME YIPO3Y U UX KU3HH. Pexe oTMEHaroTcsi reMarypusi, Kpo-
BOXApKaHbeE.

[IpoObl HA JTOMKOCTh KanWJUIAPOB B OOJIBIIMHCTBE CIy4aeB IMOJOXKUTEIbHBI.
VYBennueHne cene3eHKu He XapakTepHo ais xpoHuudeckot AUTIIL Ilanenanus yse-
nu4eHHoH cene3eHku uckiaouaeT AUTII kak camoctosrensHoe 3a0oneBanue. B atom
cilydae HE0OXOJIMMO MCKaTh MPUYMHY BTOPUYHOM TpoMOoluToneHuu. Pa3mepsl mne-
YeHH OOBIYHO HE U3MEHEHBI.

Junarnocrrka

B nepudepuueckoii KpoBH: CHU)KEHUE KOJUYECTBA TpoMOouToB (MeHee 150
x 10°/11), MIM OHM TMONHOCTHIO OTCYTCTBYIOT. OGHAPYKHUBAIOTCS MOPDOTOTHISCKHE
U3MEHEHHSI B TPOMOOIIMTAX: yBEIIMUEHUE UX Pa3MEpOB, MOSIBICHHE MaJIO3EPHUCTHIX
«ronyObIX KJeTok». [loaTBepkaeHreM 1uarno3a JOJKHO CIIY)KUTh OOHapy>KeHHE B
KPOBH OOJIBHBIX AHTHUTPOMOOLMTAPHBIX TPOMOOIIMTOACCOIMUPOBAHHBIX WJIM CHIBO-
POTOYHBIX aHTUTEN. JIJIsi ATUX Iesie MCIONb3yeTCsl METOJ TPOMOOArTIOTHHAIIUN
(MO3BOJISICT BBISIBUTH MOJIHBIC aHTHTEJNA, BHI3BIBAIOIIUE arTJIIOTHHALIUIO TIPU CMEIIIHU-
BaHHU CBHIBOPOTKH OOJILHOTO C TPOMOOIIMTAMHU OHOpA ), MpsiMasi U HempsMas mpoda
Kym6ca, tect lllteddenna (onpenenenue anturioOynuHa), meton ukcona-Pocce
(nanbOosiee MHPOPMATUBHBIA METOJ, BBISIBJISIONINA aHTHUTENA, KOTOPhIE PACIOJIO-
KEHHbl HA TOBEPXHOCTH TPOMOOUMTOB). [IJsl BHISBICHHS CHIBOPOTOYHBIX aHTHUTEI
ucnonb3yoT mMeton UDA. Coxepkanue spuUTPOIMTOB U TEMOTIIOONHA MOXKET OBITh
HOPMaJIbHBIM. Y HEKOTOPBIX OOJIbHBIX Pa3BHBACTCS aHEMHUs (MMMYHHAsi MM BCIC]I-
CTBHE KpPOBOIIOTEPH). BpeMs KpoBoTeueHUs — YUIMHEHO. PeTpakiius KpOBSHOTO
CTyCTKa CHWXeHa. JlaHHbIe TpoMOO3IacTOrpaMMBbl MTOATBEPKAAIOT HApYIIeHHs B | -i
u 2-i1 ¢azax cBepThIBaHUS KPOBHU. B mMuenorpamMme BBISABISETCS MOBBIIIIEHHOE KOJH-
YEeCTBO MErakapHOIUTOB, B OOJBIIMHCTBE CIy4yaeB C BSJIOH OTIIHYPOBKON TpOoMOO-
muToB. [lpu peunauBUpPYONUX KPOBOTEUEHHUSIX B KOCTHOM MO3T€ MOXET OOHapy-
KUBATbCS pa3JpaXeHHE KpPacHOro pocTtka. IIpm IMCTOIOrMYEecKOM HCCIEA0BAHUU
KOCTHOTO Mo3ra (IIPOBOAMTCS NMPH HEHMH()DOPMATHBHOW CTCPHAITBHON MYHKIIMH WU
st mudGepeHaabHOro JUarHo3a ) PerucTpUpyeTcss HOPMalbHOE COOTHOIICHHE
MEXy KHPOM U KPOBETBOPHOI TKaHbIO, Y OONBIINHCTBA OOJBHBIX OTMEUYAETCS YBE-
JUYCHUE KOJWYEeCTBA MErakapruonuToB. Tabnwuma 4.

Juarnoctuueckue kpurepun AWUTIL:
1) U3onupoBaHas TpoMbonuTHIecKas Tpomboruronenus (Meree 150 x 10%/1 ) mpu
OTCYTCTBUM JPYTUX OTKJIOHEHUU MPHU MojAcUeTe GOPMEHHBIX 3JIEMEHTOB KPOBH.
2) OTCcyTCTBHE KIIMHUYECKHUX U Ja00paTOPHBIX MPU3HAKOB 0OJIE3HH y KPOBHBIX PO/I-
CTBEHHUKOB.
3) IToBBIIIIEHHOE YUCIIO METAKAPUOLIMTOB B KOCTHOM MO3T€.
4) OTcyTcTBHE y TAIMCHTOB KJIWHUYCCKHX MPOSBICHUHN IPYrHX 3a00JCBaHUN HITU
(dakTOpoB, crIOCOOHBIX BBI3bIBaTHL TpomboruToneHuio (CKB, BUY, ocTpelit seiikos,
MUEJIOIUCIIIIACTUYECKUN CUHIPOM, aIllJJaCTUYECKash aHEMUs, JICUEHUE HEKOTOPBIMHU
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JIEKapCTBEHHBIMU MperapaTaMu).
5) OGHapyxeHHe aHTUTPOMOOIIUTAPHBIX AHTUTEIL.
6) D PexT rIIoKOKOPTUKONIHON TEPAITHH.
JubdepennnanbHas IMarHoCTUKA.

1. JuddepeHunanbHplii 1MarHo3 ¢ APyruMH reMopparuuecKumMu 3a00jieBaHu-
AMH W CHUHJIpOMamu B OOJBIIMHCTBE CIY4YaeB HE 3aTPYJHUTENCH. YK€ NpU MepBUY-
HOM OCMOTpE Ha OCHOBaHUM HAJMYUS METEXUATbHO-IISITHUCTOrO TUIA KPOBOTOYHBO-
CTH Bpayd BbICKA3bIBAET MPEANOIOKEHUE O NATOJIOTUH TPOMOOLUTAPHO—COCYIUCTOTO
remocrtaza. Juddepenunansupiii quarno3 AUTIIL u koarynonatuii npuBeaeH B Ta0-
mune 5. [lepeuncieHHbie Bblllle TUarHOCTUYECKUE KPUTEPUU MO3BOJSIOT AU depeH-
uupoBatb AUTII ¢ 60abIIMHCTBOM reMopparuyeckux 3a00eBaHui, TPOTEKAOMINX C
JAPYTMMH TUIIAMH KPOBOTOYMBOCTH.

3HauuTenbHO cinoxHee ObiBaeT nuddepenuupoats AUTII ¢ HO30mO0THSIMU,
IPU KOTOPBIX MMEET MECTO BTOPUYHAS TPOMOOLMTONEHUS U C HACIEICTBEHHBIMU
TPOMOOIIUTONICHHUSIMU.

Tabauuya 4
Ioxkazamenu cemocmasza npu AHTII
Ilokazamenu, xapax- | Iloxkazamenu, xapakmepu3yroujue KoazyaayuoHHblil 2eMocmasz
mepusyruwjue  cocy-
oucmo - mpoméouu- Ilokazamenu, xa- | Ilokazamenu, xa- | Ilokazamenu, xa-
mapnwlii zemocmas pakmepusyiowjue paxmepusylouue paxmepusylowue
«BHYmMPEHHUI) «GHEWIHUIl» Nymb | «KOHeuHvlil» nymo
nyms C8EPMBIGAHUA | CGEPMBIGAHUA KDPO- | C6EPMBIGAHUA KDPO-
Kposu eu eu

BCK no Jlu - Yaumy | Ilpompomounoeoe | Tpomounosoe epe-
epems mAa

Bpema  pexanvyu- | Ilpompomounoewviii | Coodeprcanue puo-

dukayuu naazmol UHoOeKc punozena no Pym-

oepz

Kaonunoseoe epemsn
ceépmuleanus naas-
Mbl

Axkmuenocmsw
¢axmopa XllI

AYTB

Ilpumeuanue: Xapaxmepuno nanuyue anmumpomoouyumapuvlx anmumen u I[UK
8 Kposu. B nynkmame Kocmmnozo mo32a: novluieHO YUC/I0 Me2AKAPUOUUM OB,
npeoobnadoarom monoovie hopmul. Bokpyz mezakapuouumoe peoko euonsl mpom-
ooyumul. Bozmorcno pazopasicenue Kpacrnozo u 6e1020 pocmkKoeé 8 céa3u ¢ Kpogo-
meueHuem uiu 2emMoau3oMm.

2. Annactuueckas aHemus. HopMoxpomHass HopMouuTapHas aHemus. Xa-
paKTepHa NAHIUTONCHHS. B MuenorpaMme: pe3Koe CHUXEHHUE MUEIIOKApUOLH-
TOB WM HOpMOIMTOB. B TpemanoOuonrtare — xKUpoBOil MeTamop(o3 KpOBETBOP-
HOTI'0 KOCTHOT'O MO3Ta.

3. Tlapokcu3manbHasi HOYHAS TEMOTIIOOMHYpHsS. XapaKTepHa aHEeMUs, JICH-
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KomeHus. boriee xapakTepeH TunepKoaryisiiuOHHbIA CUHIPOM, TPOMOO03 U d3MO0Ius
COCYJIOB Pa3IMYHBIX OpraHoB. BcieacTBue BHYTPUCOCYAUCTOrO TEMOJIM3a MOBBIIIA-
€TCsl YPOBEHb CBOOOIHOTO TeMOTJIO0MHA T1a3Mbl. Benyuii ciMnToM- reMoCcuepu-
HYpHUSL.

4. MuenoaucriacTUuecKuii CHHIpoM. Bo Bcex JIMHUAX KOCTHOTO MO3ra BhI-
SIBIIAIOTCSA MOp(dOJIOrHuecKkrue U (pyHKIMOHAIbHBIC HapylneHus ( aHU30- U TOWKHIIO-
LUTO3 SPUTPOLIUTOB, MAKPOILIMTO3, MUIICHEBUAHBIE SPUTPOLUTHI, IMIU30LUTHI, HOP-
Mo0acThl, Merasioonactsl). [Ipu pedpakTepHoit aHeMun ¢ U30BITKOM OJIACTOB B JIEii-

KOLIUTApHOU (popMysie U MUETIOTpaMMe ONPEAENIAIOTCs O1acThI.

Tab6auua 5.

Onpedeﬂeuue xXapakmepa Kpoeomouueocmu no KiuHUYECKUM RPOABCIEHUAM

Knunnyeckue mnpo-
SIBJICHUSA

XapakTep KPpOBOTOYHUBOCTH

I'eMmaToOMHBII

MuKkpouMpKyJIATOPHBIN

["'emaToMBI (CUHSIKH)

bonbiue

He6omnpine noBepXHOCTHBIE

I'emapTpo3bl Yacto BCTpeyaroTcsi y Ts- | HE XapaKTEPHbI

JKEeNbIX OONBHBIX KakK oOcC-

HOBHOW IPU3HAK
Ilerexun OTCYTCTBYIOT TunuyHbie TPOSBICHUS
HocoBeie  kpoBoTte- | HabmrogaroTcs peako YacTo OCHOBHOM BUJ KPOBOTE-
YEHUS YeHUSI

KpoBoteuenus npu
MOBEPXHOCTHBIX T10-
pe3ax

OTCYyTCTBYIOT

JlnuTeabpHbIE

KpoBoreuenus nocie
AKCTpaKIuu 3y0a

Hauunarorcsa dyepe3 He-
CKOJILKO YacoB  IIOCJE
omnepalMy M HE OCTaHaB-
JINBAIOTCS II0CJIE HaJoXKe-
HUS JaBSIIEH TOBI3KHA

HaunnaroTcst cpazy mocie orme-
palyy U OOBIYHO OCTAaHABIIMBA-
FOTCSI TIOCJIC HAJIOKECHUS JTaBs-
ey MOBI3KHU

[Tocneonepanmonnslie | [lo3naue kpoBoTeueHus ¢ | KpoBoreueHuss B OCHOBHOM BO
KPOBOTEYEHUS oOpa3zoBaHUEM paHEBOI BpEMs OIlepalu

r€MaTOMBI
XapakrepHsle  mpo- | bonpmne remaToMsl Mo- HocoBble 1 MaTO4YHBIE KPOBO-
SIBJICHUS CJIE TPABMBI U OTIaCHBIE TEUCHUS

KpOBOTEUEHUS MOCTIE pa-
HECHUW U ONlepaIin

5. Octpsriit neiiko3. [losBaeHne 01aCTHBIX KJIETOK B mepudepudeckoit kposu. B
Muenorpamme konmdectBo 0actoB 20% u 6onee.
6. TpomOoTHUeckas TpoMOomeHnYecKas mypiypa (0one3Hs MomkoBuIa): 3a-

0oJieBaHUE XapaKTEpPU3YeTCsl JIMXOPAIKOW, UMMYHHON T'€MOJUTHYECKON aHEMHEH,
TPOMOOLIMTONIEHUEN Pa3HOW CTENEHU BBIPAKEHHOCTU C FEMOPPArMuYeCKUM CHHJPO-
MOM U 00pa30BaHHEM MHOXECTBEHHBIX TPOMOOB B MUKPOIIUPKYISITOPHOM  PYCIIE;
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HEBPOJIOTUYECKOM  CUMIITOMATUKOWN (J€30pUEHTalMs], aTaKCus, TeMUIapesbl, Tpe-
MOp, CYJIOpOTH); HapylieHueM (YHKIUU MOoYeK (B Moue: O€NOK, SPUTPOLMTHI, LIU-
JTUHIPBI). MOXKeT OBITh TenaToCIICHOMET KA.

7. Cunapom ['accepa (reMOJUTUKO — YPEMUUECKUN CHUHAPOM) — BCTpEUAETCS
NPEUMYILIECTBEHHO Yy JIE€TEd PAHHErO0 BO3pacTa. XapakTEPU3YETCs TPUALOM: Te-
MOpparu4eckuM CUHIPOMOM ¢ TpoMmOouuroneHued u npuszHakamu JIBC-cunapoma,
FEMOJIMTUYECKON aHeMHEH U TSKEIbIMU HapyIIEHUsIMU (DYHKITUU TTOYEK.

8. MakpouurtapHas Tpombouutonuctpopus bepuapa-Cynbe — TpoMOOLIUTO-
MaTus, XapakTEepPU3yeTcss KPOBOTOUMBOCTHIO MO METEXUATBHO-TISITHUCTOMY — THUIY.
[Ipusznaku: rurantckue (HOpMbI TPOMOOIMTOB, MPOAOKUTEILHOCTh KU3HU KOTO-
PBIX YKOpPOYEHA MPH COXPAHEHHOM MX MPOJAYKIHMH. YMEpEHHas TPOMOOIUTOTICHUS
(100 x 10%/m).

9. T'wranTckas kaBepHOo3Has remanruoma Kazabaxa-Mepputa mnposiBisieTCs
KPOBOTOUYMBOCTBIO B pAaHHEM JIETCKOM BO3pacTe (reMopparuu B KOXKY, KPOBOTCUCHUS
U3 CIIM3UCTHIX 000JIOUEK) Y IETeH ¢ aHTMOMaMHU KaBEPHO3HOT'O THIIA Ha KOXKE WJIH BO
BHYTPEHHUX opraHax. ['eMopparnueckuii CHHIPOM CBsI3aH C TPOMOOIIUTONIEHUEH U
KOaryJISIIMOHHBIMU HapylieHusMu. HeoO0XoaumMo 3HA0CKONMMYECKOe U aHruorpad u-
YECKOE HUCCIIEIOBAHHUE.

10. TAP-cunapom (TpoMOOUUTONATHS W TPOMOOILIMTOIEHHUSI C OTCYTCTBUEM
JTy4eBOU KOCTH) 3TO BpPOXKJICHHAs NaTOJIOTUs MerakapHOoLUTapHO-
TPOMOOIIMTAPHOTO amnmaparta (aMerakapuoluTapHas TpPOMOOIIMTOIICHHS) COYETal0-
masicsi ¢ OunaTepanbHOM aria3uen JTy4eBbIX KOCTeH, (MHOTIa C APYTUMH CKEJIETHbI-
MU HapylUICHUSIMHU), TIOYEUHbIMU U CEPJIECYHBIMU aHOMAIUSAMHU.

Bo Bcex cnywasx AUTII crnemyeT MCKIIOYUTH CHUMITOMATHYECKHE (POPMBI,
CBSI3aHHBIE C CUCTEMHOW KPACHOM BOJIYaHKOM, XPOHUYECKUM AKTUBHBIM I€IaTUTOM
WIK JPYTUMH 3200JIEBaHUSIMHU, B TATOTE€HE3€ KOTOPHIX OINPEACICHHOE 3HAUYCHHE
NPUHAIJIC)KUT HMMYHHBIM CJIBUTaM.

Jleuenue AUTIL:

1. ' 1IOKOKOPTUKOU B

2. BHyTprBEeHHBIE HMMYHOTJIOOYJTUHBI

3. PexomMOMHAHTHBIE TPOMOOTIOSTUHBI.

3. CruteHsKTOMUS

4. [lutocTaTUKN

5. CuMnroMarrueckas Tepamnus

IIpu ypoBHe TpoMOonuToB 20 — 30 X 10°n1 u meHbwe u reMopparun4yecKkom
cuHApoMe (W BBISIBICHUU (HaKTOPOB PHUCKA BO3ZHUKHOBEHUS TAKUX KPOBOTCUEHUH -
TUTIEPTEH3Ms, S3BEHHAss OO0JIe3Hb JKeNMyAKa WM aKTUBHBIA 00pa3 >KU3HU) OOJIbHBIE
HYKIal0TCSA B CTAllMOHAPHOM JICUCHHH.

1) Tloka3aHWe K HA3HAYCHWIO TJIFOKOKOPTHKOWIOB: yMEpEHHAas W TsDKeas
TPOMOOILIUTONIEHUSI C TEMOPPArMuYeCKUMH MPOSABICHUSMU (TPOMOOIIMTOB MEHEE
30><109/J1). [ 1IOKOKOPTUKOUABI YMEHBIIAIOT (PAroluTo3 CEHCUOMIN3UPOBAHHBIX aH-
TUTEIAMU TPOMOOLIMUTOB; HEUTPATU3YIOT MEXAHU3MbI, BBI3bIBAIOIINE YTHETEHUE
TPOMOOILIMTOINO33a; YMEHBIIIAIOT MPOHUIIAEMOCTh U MOBPEXKACHUE SHI0TEIUs; 00a-
Jal0T UMMYHHOCYTIPECCUBHBIM JieicTBUEM. JleueHre oObIYHO HAYMHAIOT C Ha3HaYe-
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HUS TpPEeIHU30JI0Ha B 03¢ 1-2 Mr Ha 1 Kr maccel Tena BHYTpb. llpu Hanuuuum y

OOJILHOTO TSKEIIBIX M OMACHBIX JUISl ’KU3HU KPOBOTEUEHUHN HadaibHas /1032 MPEIHU-

30710Ha 3 — 5 mMr Ha 1 Kr Macchl Tena B CyTKU Ha 3 — S IHEH 10 KyIUpOBaHUS reMOop-

paru4eckoro CMHApPOMa, ¢ Mepexo/IoM 3aTeM Ha OObIUHYIO 103y. Hapsny ¢ npeaHu-

30JI0HOM MOKET MPUMEHSTHCSI METUJITIPEIHU30JI0OH B BUJI€ MYJIbC-TEPAIIHH.
Kpumepuu omseema npu neuenuu 6onvnvix ¢ AUTII:

- [lonHbIM reMaTONOTMYECKU OTBET (MOJHAs PEMUCCHS) — YBEJIUUEHHUE KOJIU-
gecTBa TpoMGOIUTOB Gomee 150 x 10%/m.

- HUacTuuHBIN reMaToJOTMYEeCKUNA OTBET (YaCTUYHAS PEMUCCHS)

A-yBennaenue TpoM6ormTos 10 50 x 10/ u Gornee

b-yBennuenue tpombouuto g0 30 — 50 X 10%/n y OOJIbHBIX C YPOBHEM TPOM-
OOLMTOB /10 Hauaja Tepanuu Menee 20% 10%/n.

- OTCyTCTBUE OTBETa — yBEJIMYEHUE TPOMOOIMTOB /10 15 x10%/1 Py COXpaHe-

HUU TEMOPPAruyecKoro CHHAPOMA.
DddexT Tepanuu 00BIYHO MPOSABISAETCS B TCUCHUE NEPBBIX JHEH JieueHus. BHauamne
peKpaniaeTcs reMopparuiecKuii CHHIPOM, a 3aTeéM HauYWHAETCSI POCT TPOMOOIIUTOB.
Jleuenue mpojomkaeTcs 10 mojaHoro 3ddexra, 3aTeM HAYMHAETCS dTall CHIDKCHUS
JI03bI ¥ TIOCTETIEHHON MEJIJIEHHON OTMEHBI TJIFOKOKOPTHUKOHJIOB.

2) UmmyHOrnoOynuHel (BHYTpUBEHHbIE KMMYHOTI00yauHbl — 1gG) — yrHera-
10T 00pa30BaHUE aHTUTEN, IPU BHYTPUBEHHOM MX BBEICHHUU BBI3BIBAIOT O0Jiee OBICT-
pO€ yBEIUYEHHE KOJUYECTBA TPOMOOIIMTOB, YEM TIIFOKOKOPTUKOUIBI.

[TokazaHus K HA3HAYEHUIO UMMYHOTJIOOYJTUHOB:

- PE3UCTEHTHOCTD K TIIFOKOKOPTUKOUIaM WM IPYTHUM METOJaM JICUECHHUS,

- TpoMGoLmTOB MeHee 30% 10°/11, haKTOpbI prcKa PasBHTHS KPOBOTCUCHHMI,

- TSKEJIbIE, YTPOKAIOLIUE KU3HU KPOBOTECUEHUS,

- Ipo(y3HBIE MATOYHBIC U KEITYJOUYHO-KUIICYHBIE KPOBOTCUCHHSI.

BHyTpuBeHHbIE UMMYHOTJIOOYJIMHBI HE TMOKa3aHbl OOJIBHBIM C KOJMYECTBOM
TpoMGonuToB Gosee 30x10%1 HpH OTCYTCTBHM KIMHHYECKHUX HPOSIBICHHI 3a0oiie-
BaHUS WIM P MUHUMAJIBHOU ITypIIypeE.

Haznauarotcst BHyTpuBeHHbIE IMMYHOTIIOOYuHBI 10 0,4 T Ha 1 Kr Macce! Tena
B CyTKU B TeueHue 5 nuedd. [lpu Tsokenbix cocTostHUSAX Oosee Y)PEKTUBHO MpUMe-
HEHUE UMMYHOTJIOOYJIMHOB B COYETAHUH C MPETHUZ0JIOHOM.

B xomriekcHo# tepanun 601bHBIX ¢ AUTII ucnons3yroT Takke aHTUTUMOITH -
tapabiii (ATT) u aaTwmmMdonurapueiii (AJIIY) umMmyHOrIOOYTHHBL. JTH TIpemapa-
Thl OKa3bIBAIOT CTUMYJIUPYIOIEE BIMsIHUE HA T-KJIE€TOYHOE 3B€HO UMMYHHUTETA, YTO
CrocoOCTBYET HOpMau3allii UMMYHHOTO OTBEeTa opraHu3ma OojbHOro (AOmynka-
neipoB K.M., BeccmensiieB C.C. 1990; beccmensuen C.C., u coant., 1991; bapkaran
3.C., 2005). ATI/AJIT' npu xponnueckorr AUTII nHazHauaeTcs BHYTPHUBEHHO Ka-
TeJIbHO, Yepe3 AeHb, B 703¢ 1,5 — 2,0 MI/KT B CYTKH, KypC JICUEHHUSI COCTOUT U3 6 —
nH(y3uil; MpUMEHEHUE Mpenapara Mo TAaKOW CXeMe MO3BOJIAET NOOUTHCS OOJIBIIOTO
konuyectBa pemuccuil (A0aynkaneipoB K.M., becemensiieB C.C. 1990). Jleuenue
ATI/AJIT' 1omKHO TPOBOAUTHCS B YCIOBUSX CIEIIMATU3UPOBAHHOTO IeMaTOJI0THYe-
CKOr'0 OTJIEJICHHUS, BpauaMH, UMEIOIINUMU OMBIT paboThl ¢ 3TUM mpemnaparoM. Oco-
6ennoctu npoBeneHust tepanuu ATI/AJI, e€ BO3MOXKHbBIE OCIOKHEHUS U COTPOBO-
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IUTENIbHAs Tepanus MOAPOOHO U3I0KEHBI B I1aBe «AIJIACTUYECKAs] AHEMUS.

3) PekomOuHaHTHBIE TpOoMOONOA3THHBL. Tpombonostun (TPO) — rnukompore-
UIHBIA TOPMOH, PETYIUPYIOLIUI AeneHue, 1udepeHInpoBKY METaKapUOLIUTOB, CO-
3peBaHUE U BbIXOJA TPOMOOLUTOB B nepudepuueckuii kpoBotok. I'en TPO Obu1 KI10-
HupoBaH Foster u komteramu B 1994 roay, He3aBrucUMO OT Hero SOhma u kosueramMu
B 3TOM ke roay, Gurney u komuteramu B 1995 roay (Kuter D.J., Begley C.G., 2002).
N3BectHbl 2 GpopMmbl nipenapatoB TPO: onHa U3 HUX, Ha3bIBaeMasl YE€JIOBEYECKUM pe-
koMOuHaHTHBIM TPO (rhTPO), sBiiseTcs MOJHOLICHHBIM MOJIUNENTHIOM. Jpyras,
MPEACTABIAIONIAsT COOOM pa3ieNeHHbI Ha YacTU MOJIUIENTH], COIEPKHUT TOIBKO
JIUIIb PEIENTOP-CBA3BIBAIOIINN PETHOH, KOTOPHIH XUMHUYECKH MOIU(DUIIMPOBAH C
nomouisto nomudtuneHrnukods (I19I0), u ona HaszsiBaetcs 131 -KOHBIOTMPOBAHHBIM
PEKOMOMHAHTHBIM  4eJoBeuecKUM ¢akropoMm pocta MerakapuonutoB (PEG-
rHuMGDF). Takoit nonunentug umeet 163 aMUHOKUCIOTHI, U OH CBA3aH N-KOHIIOM
c [IDT". Buonoruyeckas akTUBHOCTh JIBYX TakuX mpenapatoB uaeHtuyHa (Kaushan-
sky K., 1998). 13 Bcex yemoBeueckux poctoBbiX hakropoB TPO uMeeT HanOobIIHiA
nepuo nonyxku3uu — 30 yacos. [Ipucoenunenue k TPO monusTuneHTIMKONS BEET
K yBeJIMYEHHIO Tiepuoja nonyxusnu B 10 pas. Ilpu cuctematnyeckoMm mprUMEHEHUU
TPO konnuecTBO TPOMOOUMTOB HAUMHAET PAacTU mocie 3-5 nHel npuema. ITO CBs-
3aHO ¢ TeMm, uto TPO ctumynupyer oOpa3oBaHHE M CO3PEBAHHE METraKkapUOIMTOB.
Haznauenue pekomOunantHoro TPO B Teuenue 10 gHe# y maiieHTOB ¢ OMyXOJEBBI-
MU 3200J€BaHUSAMH 0€3 XUMUOTEPAIUH PUBOJIAIIO K 10303aBUCUMOMY YBEITUYECHUIO
guciaa TpoMOOIIUTOB KpoBU B 5-10 pas. I1oT addekt coxpansics B Teuenue 10-14
JHEN mociie OTMEHBI npemnapaTta. Hanbonee yacteiMu moO04HBIMU A PekTaMu npu-
MeHeHus: TPO SBIAIOTCS TUCTIENTUYECKUE PACCTPOKCTBA U apTpairuu. B TepaneBTu-
yeckux n03ax TPO He HapymaeT GyHKIHUIO TPOMOOIIUTOB.

Pesonetio (anmpombonac). llpuHUMaeTcss BHyTph, 110 MEHBIIEH Mepe, 3a 4 4
10 WK 4yepe3 4 4 nocie npruemMa aHTalu10B, MOJIOYHBIX NPOIYKTOB UM MUHEPAI b-
HBIX J100aBOK, COAEpP KAIIUX MOJUBAJICHTHBIE KATHOHBI (HATPUMEDP aTIOMUHUN, Kalb-
LIUM, J)KeJIe30, MarHui, CeJICH U IMHK). PeXum 103upoBaHUs Ha3HAYAETCS UHAUBUY-
aJIbHO Ha OCHOBAHMHU KOJMYECTBA TPOMOOLUTOB. {715 mogaepxaHust HEOOXOIUMOTO C
KIIMHAYECKONW TOYKM 3PEHHS KOJIWYECTBA TPOMOOIUTOB HCTIOIB3YIOT MHUHHUMAIBHO
3 peKkTHBHYIO 103y Mpermapara. Y OOJBIIMHCTBA IMAIIMEHTOB IOBBIMICHUE KOIHYE-
CTBa TPOMOOITMTOB MPOUCXOAUT Yepe3 1—2 Hex nedeHus. PekoMeHqoBaHHAs Havallb-
Has ngo3a — 50 mr | pa3 B cyrku. Ecnu no ucreyenun 2—3 Hen. Ha4alabHOW Tepanuu
KOJIMYECTBO TPOMOOIIUTOB HIXKE YPOBHsI, HEOOXOAMMOIO C KIMHUUECKON TOUKH 3pe-
Hus (1.e. 50000/MKIT), 103y MOKHO yBEIMYUTH O MaKCUMainbHOU — 75 mr 1 pa3 B
cyTku. CTaHapTHas KOPPEKIUS 103bl B CTOPOHY CHYM>KEHUS WIIM MOBBIIIEHUS JOJIXK-
Ha COCTaBJISITh 25 Mr B JiIeHb. OHAKO Y HEKOTOPBIX MallMEHTOB MOXET MOTPEOOBATH-
cs1 KOMOMHaLUS pa3IMYHbIX TI03UPOBOK B pas3Hble IHU. [locie n1000i KoppeKuuu a10-
3bl npenaparta PeBoieiis KOIM4ecTBO TPOMOOLMTOB CJEAYET KOHTPOJIHMPOBATH, IO
MEHBILIEH MEpPE, €XKEHEIEIBHO HA NPOTsHKEHNU 2—3 Hen. OXuaaTh OTBETA CO CTOPO-
Hbl YPOBHSI TPOMOOIIMTOB MallMeHTa CIEAYET, 10 MEHbILIEH Mepe, 2 Hel Mocie Kop-
pekiuu 1036l [Ipu ypoBHae TpomOoriuToB 200000—400000/MK1 peKOMEHIYeTCSl CHU-
3UTh 103y npenapara. Jledenue npenapatom PeBoneiin cienyer NpruoCTaHOBUTS, €C-
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a1 koaudecTBO TpoMOonuToB npeBbicuiio 400000/mkn. Ilpu yMeHblIeHHH KOIHYe-
ctBa TpomMOoIuTOB MeHee 150000/MK cieayeT BO30OHOBUTH JICUEHUE B PEIyLIUPO-
BAHHOM CYTOYHOM 103€.

Ounnetm (pomuniocmum) NpeacTaBiasier codboit Fc-mentuaunupoBaHHbIN Oe-
70K (TENTUIHOE AHTUTENO0), YYaCTBYIOIIMI B MPOBEJACHUU CUTHAJIa W aKTUBAIUU
BHYTPHUKIIETOYHON TPAHCKPUIIIIUUA TOCPEICTBOM CBSI3BIBAHUS C PEIENTOPaMU TPOM-
6onostuHa (TTIO) (Takke u3BecTHHIN Kak cMpl) U MHAYIUPYIOMIHI yBeTuYeHne 00-
pa3oBaHus TPOMOOIMTOB. ODHIUIEUT cieAyeT Ha3HayaTh | pa3 B HEAeNto B BUAE M/K
WHBeKIMU. HavanbpHas 103a pOMUIIIOCTUMA COCTABISIET 1 MKI/KT (haKTUYECKOM Mac-
chl Tena. ExxeHenenbHyIo 103y pOMUILIOCTUMA CJIEAYET MOBBIIATH C 1aromM | MKI/Kr
MAacchl Teja J0 TeX MOp, MOKa KOJWYECTBO TPOMOOILMTOB y MAlMEHTa HE JOCTUTHET
>50-10%/1. KomaectBo TPOMOOIIMTOB CIEYET OIEHUBATh €KEHEICJIBHO 10 TeX TOp,
Moka He OyJIeT ZOCTHTHYTO CTabmIbHOE KomudecTBo (>50-10%/1, 1o kpaiiHeii Mepe, B
TeueHue 4 Hex 0e3 KOppeKIuH a03bl). B panbHelimeM cieayeT OlEHUBATh KOJIMYe-
CTBO TPOMOOILIMTOB exemecsiuHo. He cienyer mpeBblaTh MaKCUMAIbHYIO €XKEHe-
nenbHyto 103y 10 Mkr/kr. JleueHrne poMUIIIIOCTUMOM CJIEYET NMPEKPaTUTh, €CIIU KO-
JUYECTBO TPOMOOIIMTOB HE YBEIMYUBAETCS JO YPOBHS, JIOCTATOYHOTO JIJISl MPEIOT-
BpalleHus KJIMHUYECKH 3HAaYMMOTO0 KPOBOTEUEHHUsI Tocje 4 Hej Teparud POMHILIO-
CTUMOM B MakcuMasibHOM 103e 10 mkr/kr. HeoOxonuMo mepuoanydeckoe KIMHUYE-
ckoe o0cie0BaHNe TAllMeHTa, M Ha WHIWBUYAIbHOW OCHOBE Bpay JIOJDKEH MPUHU-
MaTh pEUIEHUE O MPOJOHKEHUN JedueHus. [locine OTMEHBI JieueHHsT BO3MOKEH PELH-
JTUB TPOMOOIIMTOIIEHHUU.

4) Ilpu HemosHOM M HecTaOMIbHOM 3(dekre sedeHus OompHbIx ¢ AWUTII
(06pruHO yepe3 3-4 Mecsia OT Hayvaja TEpanuu, MPU TAKEIOM TeMOPParudecKoM
CUHIpOME U paHHEM pa3BuTuu ocioxkHeHuid ['KC uepe3 1 mecsll) BO3HUKAET MOKa-
3aHHUE K CIUIEHAKTOMUU. [IpUHATHIM BO3pACT I CIUICHAKTOMHHU — 5 JIET U CTapllle,
YTO CBSI3aHO C CO3PEBAHUEM HMMMYHHOW CHCTEMBI K 3TOMY Bo3pacTty. [loka3anu-
SAMH K TUTAHOBOM CIUICHIKTOMHH CITYKaT 4acThle 0OOCTPEHUSI C KPOBOTCUCHUSAMH U3
CIIM3UCTBIX TIPH KOJIMYECTBE TPOMOOIIUTOB MeHee 30 X 10%/11. CruteHdKTOMHIO pOu3-
BOAAT Ha (OHE MpueMa MPEeIHHU30JIOHA, TPU 4YeM 3a 4—5 MHed 70 omeparuu 103y
MIPETHU30JI0HA JIJIsl TIPUeMa BHYTPh YJBaWBAIOT, YTOOBI YPOBEHb TPOMOOIIMTOB CTal
HOPMAaJIbHBIM WM CYOHOpMalIbHBIM. 3a 1 — 2 mHs 110 omepanuu 60IHHOTO TIEPEBOIAT
Ha BHYTPHUMBIIIEYHOE WM BHYTPUBEHHOE BBEJICHHUE MPEAHU30J0HA (B MEPBOM CIy-
yae 703y MPeIHU30JI0HA YBEJIUYMBAIOT BIBOE, BO BTOPOM ciydae B 3 - 4 paza). C 3-ro
JTHST TIOCTIEe CTUICHIKTOMHH 103y MPEAHU30JI0HA OBICTPO CHIDKAIOT, U K 5-6 aHIO TO-
CJICONEPALIMOHHOTO MEePUOJIa AOBOJSAT JO UCXOAHOM, a 3aTeM, B 3aBUCUMOCTHU OT 3(-
¢dekTa onepanyu, HAYUHAIOT MEJIJICHHOE CHIKEHHE JTO3bI M IIOCTENIEHHO OTMEHSIOT.

B nocnegnee BpeMsi BO MHOTMX KIMHUKAX YAAJICHHUE CEJIE3€HKH MPOBOIUTCS
MaJIOTPaBMATUYHBIM BH/ICOJIAMIAPOCKONUYECKUM METOJIOM. DTOT METO]I MO3BOJISIET C
MEHBIIIMM PUCKOM OCJIOKHEHHI OmepHpoBaTh OOJBHBIX, J1a)K€ MPU OUYEHb HU3KOM
KOJIMYECTBE TPOMOOIUTOB.

3.C. bapkaran (2005) pexoMeHIyeT mepeja onepanueil BBeIeHHE BHYTPUBEH-
HBIX Y-T100y"aMHOB — 110 0,4 T/KT B CyTKM B TeueHue S5 aHel uiau no 1,0 r/Kr B CyTKU B
TE€UeHUEe ABYX AHEU. Y MHOTUX OOJBHBIX MOCIE 3TOr0 Ha 2 — 3 HEJEeIU MOBBIIIAETCS
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coJiepKaHre TPOMOOIIMTOB B KPOBU M Ha 3TOM (PoHE O€3 prucKa MOXKET ObITh BBINOJI-
HEHO XHUPYPrUYECKOe BMEIIATEIbCTBO. BO3MOXKHO MOBBICUTH YPOBEHH TPMOOIIUTOB C
MTOMOIIIBI0 PEKOMOMHAHTHBIX TPOMOOTIO3TUHOB.

B GonbmnnacTBe ciiyyaeB Ha 7/ — 10 qHU moclie CIJIEHAKTOMUU Y OOJBHBIX pa3-
BHBACTCS| THIIEPTPOMOOLIHTO3, HHOra KocTuraommii 1000x10%1 u Gomee. B stot
MEPUOJl BBHICOKUWA PUCK PA3BUTHUA TPOMOOTHYECKHX OCJIOXKHEHUU, B TeueHue 3-4
HEeJIeNb TI0CJI€ CIUIEHPKTOMHUU OOJIbHBIC JOJDKHBI HaOmoAaThes B cramuoHape. [Ipu
HEO0OXOIMMOCTH HAa3HAYAIOT Jie3arperanTsl (KypaHTHII, TPEHTaIl, IEHTOKCU(DWILIIUH) U
Jake TMpsMble aHTUKOATYJSIHTBI (renapuH, (ppakcunapun). OTCyTCTBHE — THIEp-
TpOMOOLIUTO3a  TOCTE  CIUICHPKTOMHHM  IUIOXOM MPOTHOCTUYECKUH TMPHU3BHAK, Y
OOJIBITMHCTBA TaKUX OOJIbHBIX HE YIAETCS TOCTUYD MOJTHON PEMHUCCHUHU.

4) bonbubiM AUTII nocie HeaphEeKTUBHON CIJICHIKTOMHUHU, Y KOTOPBIX BO3-
BpaT K TOPMOHAJIbHOW Tepanmuu OKa3bIBaeTCsl 0€3pe3ybTaTHBIM WM J1aeT BPEMEH-
HBIM ¥ HecTOWKUM A deKT, mokazaHa Tepanusi MUTOCTATUKAMU B COYETAHUH C TIIO-
KOKOPTHUKOHIaMHU.

Hasznavarorcs:

- asatronpuH 50 Mr/ M° TOBEPXHOCTH Tena B CYTKH 3-5 Mecsiies,

- muksogocdan 200 — 400 mr B cytku 1,5-2 mecsia,

- puHKpucTuH 1 — 2 mr 1 pa3 B Hepenmo 1,5-2 mecsia.

[Tocnennee necarmnerne mus aedeHuss AUWUTII ucnonb3yercss puTykcumad
(Ma6Tepa). Putykcumalb sBIS€TCS XMMEPHBIM AHTUTEIIOM HAIpPaBICHHOTO CHEIH-
¢uyeckoro nerictBug npotuB antureHa CD20, KOTOpBI MPUCYTCTBYET HA MOBEPX-
HOCTU BceX B-kietok. PexomeHm0BaHHBIN peXUM BBEJEeHUS Mpenapara — 4 uHpy3uu
B 103¢ 375 MI/M” OfHH pa3 B Hexelo. IIpH HCIONb30BaHNN PHTYKCHMA6a 00bEKTHB-
HBIH OTBET oTMeuaercs y 52% manuentoB ¢ xponunueckorr AUTII (Stasi R. et al.
2001). Ilpu npuMeHEHHH 3TOrO IMpenapara y manmueHToB ¢ pedpakrepuoir AUTII
s dexT neyeHus 3aperucTpupoBaH B 72% ciiydaeB, u3 HUX y 28% MallMeHTOB OTMe-
yaeTcs JnTenbHas moaHas pemuccus (Cooper N., et al., 2002). Mexanusm aeicTBus
npenapara npu AUTII no xonma He BbisicneH. HecMmoTpst Ha s dektuBHOCT Mab-
Tepsl B nonaBineHun B-KIeTok, He BCe MAMEHThI OTBEYAIOT HA JICUEHHE, a B TEX CIY-
qasx, KOorja JiedeHrue okasbiBaeTcs d(PPEKTUBHBIM, HAOITIOAAIOTCS Pa3IN4Ms BO Bpe-
MEHU HACTYIUICHHS, JUTUTeIbHOCTH U ctenieHn pemuccun. N. Cooper et al. (2002)
BBIBUHYJIA PsJi TUIIOTE3 BEPOSITHOTO ACHCTBUS PUTYKCMMaba TMPU XPOHUYECKOMU
AUTIT:

- 6onee rmyOokoe yrHeTeHrne B — KIeTok y OOJIBHBIX ¢ PEMUCCHUEH 1O CpaBHE-
HUIO C pPE3UCTEHTHBIMU OOJIbHBIMU,

- PE3KO€ CHUKEHHUE YPOBHS aHTUTPOMOOUMUTAPHBIX AHTUTEN Yy MAIUEHTOB C
pEMUCCHEH, TT0 CPAaBHEHUIO C MEJUICHHBIM CHIDKCHHEM Y MAIMEeHTOB C Oojiee Mo3.-
HUM HACTYTUICHUEM PEMUCCHUU,

- HaJu4yue y HEKOTOPbIX MAIMEHTOB KJIOHAa B — KJIETOK, CEeKpPEeTUPYIOIIETO
ayTO-aHTUTEJA, YYBCTBUTEIbHBIE K JEUCTBUIO PUTYKCHMaba, 4TO OOYCIOBIMBAET
3 PEeKTUBHOCTH JIeueHus. Y APYrux MalueHTOB MOXKET MPUCYTCTBOBaTh T — KileTOu-
HBIN KJIOH, KOTOPBIN PE3UCTEHTEH K pUTYKCUMaOy.

5) CuMnToMaTHYecKOe JICYCHHE TeMOPParndeckoro CHUHApPOMA IPH TPOMOO-
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[UTONIEHUH BKJIIOUAET MECTHBIE U OOIIME reMOCTaTUYeCcKue cpeAcTBa. PannoHanbHO
MIPUMEHEHUE AMUHOKANpPOHOBOM KUCIOThI, aHAPOKCOHA, aCKOPOMHOBOUM KHUCIIOTHI U
7p.

[Tocnennee gecsatunerve js ObICTPOro KyMUPOBaHUSA U MPEIOTBPAIICHUS TsI-
KeJbIX TEMOpPpPAruii Mpu BCEX BUJIAX MATOJOTHH TPOMOOIIMTOB aKTUBHO MUCIIOIB3YIOT
BHYTpPHBEHHOE BBeZeHHE pekoMOuHaHTHOTO (akropa Vlla (snrakor anbda) mo 30—
50 mkr/kr 3 pasa B aens (bapkaran 3.C., 2005). Ilpenapat o0nagaeT «00XOIHBIM
JEUCTBHEM Ha TeMOCTa3 — o0pa3yeT B MeCTax IMOBPEKICHUS COCYIUCTON CTEHKH
0O0JIbIIIOE KOJIMYECTBO TPOMOMHA, C YEM U CBS3aH €ro BBHICOKMM reMOCTaTHUYECKUU
ekt mpu pazTUYHBIX HAPYIISHUSIX TeMOCTa3a, XOTs Ha KOJUYECTBO TPOMOOITUTOB
OH BJIMSTHUE HE OKAa3bIBACT.

[TepenuBanue koHueHTpara Tpomoo1uToB npu AWTII He kenaTenbHO, TaK KaK
MOXET YCHJIUTh 0O0Opa30BaHUE aHTUTPOMOOIIUTAPHBIX AHTUTEI.

[TokazaHusi K MEpPETUBAHUIO IPUTPOIUTAPHON MACCHI JIOJHKHBI OBITH CTPOTO
orpaHuyeHbl (TayOoKasi ocTpasi aHEMUs ), TIPU YeM BO M30eKaHUE MOBTOPHONH UMMY-
HU3AIUU OOJIBHOTO JICUKOIIUTAPHBIM W TPOMOOITUTAPHBIM JETPUTOM IEPEIUBAIOT
TOJIBKO OTMBITBIC SPUTPOIIMTHI, 1032 KOTOPBIX MOAOUPACTCS UHIUBUIYATbHO.

[IporHos.

[IporHO3 OTHOCUTEIBHO KWU3HU OOJBIICH YacThiO OJaronpusTHBIA. Y Mpeo0-
nanaromiero oonpiuacTBa Aeter (80-90%) AUTII 3akaHunBaeTcs BBI3JIOPOBICHH-
€M B pe3ylibTaTe Tepanuu Wik 6e3 Hee. BrI3nopoBieHne HacTymaeT B TeueHue 6 Me-
CSILIEB, MOCKOJIbKY aHTUTPOMOOIIMTAPHBIE AHTUTENA MOTYT IIUPKYJIUPOBATh B KPOBU B
TEYEHHE ITOTO NEPHUOIA.

[To nanueim 3.C.bapkarana (1988 r), y GonpHBIX ¢ Xxponumyeckor AUTII,
CIUICHAKTOMHUS NMPUBOIUT K ToytHOU pemuccur B 70%. Y 30% GoibHBIX MOJIHON pe-
MUCCHUU JIOCTUYb HE YAAETCs, HO PUCK Pa3BUTHUS KU3HEHHO OIMACHBIX KPOBOTECUCHHUI
y HUX TOpa3/io MEHBIIHNM, YeM JIO0 CIUICHAIKTOMUHU. Y 3THX MAalMEeHTOB yJaeTcs Jr0o
MOJIHOCTHIO OTMEHUTH MPETHU30JI0H, TU00 OCTaBUTh MUHUMAIBHYIO MOJIEPKUBAIO-
LIYIO J103Y.

bonsHOMy Xxponnueckoit AWUTII nomxHbI OBITH JaHBI MOJAPOOHBIC PEKOMEH/1a-
UK 0 HEOOXOAUMOCTH KOHTPOJIUPOBATH TeMOTpaMMy Tepe]] BaKIIMHAIIUEH, PU pa3-
BUTUU WHQPEKIMOHHBIX 3a00JICBAaHUI WM TeMOPPArHYeCKUX MPOSBICHUSAX, U3~
0eratb OCTPBIX AJIKOTOJILHBIX WHTOKCUKAIIUN W MpUEMa MpenapaToB, BIMUSIONIUX Ha
TPOMOOIIUTHI.

[IpuBoauM naBa ciydas ycnemHoro jedeHus peuuausupyromen AWUTIL us
JUYHOUN MPAKTUKU aBTOPOB.

bonvuasa A., 1975 200a posicoenus, enepsvie NoCmMynuia 8 2emMamo.locuiecKoe
omoenerue Amypckou obaacmuou kiunudeckou oonvuuyvl (AOKB) 6 urone 2006 .
IIpeovsasnana scanobvl nHa nossieHue «6eCNPUUUHHBIXY CUHAKO8 HA KOJice, peyuou-
gupyrowjue Hocogvle kposomeuenus. Ilpu ocmompe obpawjaem HUMAaHUE BbIPANCEH-
HbIU 2eMOPPALULECKULL CUHOPOM HA KOJiCe: IKXUMO3bl U Nemexuu pa3iuiHblX CPOKO8
0aBHOCMU CO30AIOUWUX KIACCUUECKYIO KIUHUYECKYIO KAPMUHY KONHCHO20 CUHOPOMA
npu AUTII, onucannoeo 6 numepamype kax «uwikypa neonapoay. llepugepuueckue
auMgamuyeckue y31vl He yeeauueHvl. B neekux eesuxynsipuoe ovixauue, 6e3 Xpunos.
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Tonwvl cepoya scHble, pumm npasulbHbIU, apmepuaivHoe oasienue — 120 u 80
MM.pM.CM., 4acmoma cepoeqHvlx cokpaujeHuti — 78 6 munymy. Kueom msazkuti, 6e3-
oonesnennvlil npu narvnayuu. Ileuenv u cenesenxa me yeenuuenvl. Co cmoponsl op-
2an06 Mouegvloenienus: 0e3 namoyocuu.

Knunuueckuii ananuz xposu om uronsn 2006 e.: cemoenooun — 143 2/n, apumpo-
yumol — 4,5 x 1 0%/, aetxoyumol — 6,5 X 10%, T pomboyumsr — 10 % 1 0°/n, COD -5
Mm/4, ceemenmosioeprule — 54 %, rumeoyumuvt — 38%, monoyumor — 8%.

Muenoepamma: Konuuecmeo me2akapuoyumos 3HA4UMeNbHO Y8eIuyeHo, Om-
WHYPOBKA MPOMOOYUMO8 851a51 (MUNUYHAS XAPAKMEPUCMUKA Me2aKAPUOYUMAPHO-
20 pocmka npu AUTII).

Buvinonnenwt 6ce neobxooumvie uccnedosanusi 0 UCKIIOUEHUS CUMRIMOMAMU-
yeckux oopm aymouMmyHHOU mpomMOOYumonenuu npu CUCMeMHOU KPACHOU GONYAH-
Ke U Opy2ux Kola2eHo3ax, Xxponuueckom gupychom cenamume C u op.

llayuenmke Ovll 6blcmasieH OUACHO3 AYMOUMMYHHAS (UOUoOnamuyeckast)
mpomboyumonenudeckasa nypnypa. Haznauena mepanusa npeonuzononom 6 dose 1
me/lke maccor mena — 80 me 6 cymku 6 mabaremkax. ConpogooumenvHas mepanus —
npenapamsl Kauus, sHceiyoouHvle npenapamol u m.o. Yepes mecsay om nauaia mepa-
UL NPeOHU30IOHOM Koauvecmeo mpomboyumos docmuzno 80 x 10°/1, 2emoppacu-
yeckull CUHOPOM ObLI NOJHOCMbIO KYynuposaH. bonrvhas Oviia evlnucana 0omoi ¢ pe-
KOMeHOAYUAMU — CHUdCeHUue 003bl NPeOHU30JI0HA N0 0OHOU mabjemke 8 Hedento 00
NOJHOU OMMEHbL NOO KOHMPOJIeM KIUHUYECKO20 AHAIU3A KPOBU.

Cmotixotl pemuccuu 00cmuysb He y0anocs. Esxceco0no 0o uemvipex pasz 6 200
bonbHas eocnumanuzuposanacst ¢ cemamonozudeckoe omoenenue AOKB ¢ konuue-
cmeom mpomoboyumosg 10 — 20 x 1 0°/n u BbIPANHCEHHBIM 2eMOPPASUYECKUM CUHOPO-
mMom Ha Kodce. Qbocmpenusim 6 OONbUWUHCMBE ClYYaes Npeoulecmeosad nepeme-
CEeHHAsl HAKAHYHe OCMpAas pecnupamopHas eupycHas un@exyus. Heoonokpammuo
HabMOOaIUCL HOCOB8ble KPOBOMEUeHUs pPA3IU4YHOU cmeneHu msdcecmu. J[eaxcovl
OMMeUanucs, msgicenvle MamoyHvle Kpogomeuenus. Tepanus npeOHU30I0HOM 8 pa3-
JIUYHBIX 003UPOBKAX He Npusend K CMOUKOMY Kiunuveckomy sggpexmy. Ilocne non-
HOU OmMMeHbl NPeOHU30I0HA MPOMOOYUMONEHUSL U 2eMOPPALULECKULL CUHOPOM peyu-
ousuposanu. Kax ocnoocnenue onumenvnozo neueHus npeoOHU3010HOM, PA3GUILCS K)-
WUHEOUOHDBIL CUHODOM.

Ilpu ouepeonou eocnumanuzayuu 6 cmayuornap 6 uone 2009 2. (koruvecmeo
mpomboyumos 10 < 1 0/, BbIPANCEHHDBILL 2eMOpPaUYecKull CUHOPOM Ha Kodice) 8
C853U ¢ XpoHuUueckum peyuousupyrouum meyenuem AUTII, omcymcmeuem cmouko2o
KIUHUYeCcKo2o 3gghekma om nedeHus npeoOHU30I0HOM U PA3BUMUEM OCLONCHEeHUU
mepanuu 210KOKOPpMUKouoamu, Ovlio NpUHAMO peuierue 0 Npo8eodeHUulY CnaeHIKmMo-
muu. Ilpeosapumenvno 601bHOU ObLIA HA3HAYEHA MEPANUsl 6HYMPUBCHHbIMU UMM)-
Ho2nooynunamu 8 0oze 0,42 na 1 ke maccet mena 6 cymku 6 meuernue 5 ouet. Ilocne
86€0CHUSL UMMYHOR2NIOOVIUHO8 KOJIUYeCm80 mpomooyumos nosvicuiocb 0o 100 %
10%x, cemoppazudeckutl cCuHOpom ovin Kynuposan. Ha smom gone ycnewino owina
npoeedena onepayusi N0 yOaieHuro ceneseHku. B nocreonepayuonnom nepuooe 2u-
nepmpomMoOoOyuUmo3a omme4eHo He Obllo, YUMo AGNANIOCL KOCBEHHbIM NPUSHAKOM 603-
moorcnocmu peyuousuposanusi AUTII 6 danvrhetiwem. Ha 14 denv nocne cnienskmo-

o1



MUl KOIUuecmeo mpomboyumos docmuzio 160 x 10°/.

Pemuccus oxazanace nenpooonscumenvrotu. 24 cenmsaops 2009 2. 6onvHas
6HO8b nocmynuna  cemamonozudeckoe omoenernue AOKD ¢ evipasicennvim cemoppa-
2UYECKUM CUHOPOMOM Ha Kodce. Knunuueckutl ananuz kposu om 24.09.2009 2.: cemo-
enobun — 141 2/n, spumpoyumer — 4,5 x 10%/n, neiikoyumor 7,5 x 10°/n, mpomboyu-
mot — 13 x 10%/1, COD — 4 mm/u, nanouxosdepuvie — 2%, cezmenmosoephuvie — 56%,
aumepoyumul — 33%, s03unopunvt — 2%, monoyumol — 7%. Yuumseieasn peyuousupo-
eanue AUTII nocne npogedeHHoll CHAEHIKMOMUU, ObLIO NPUHAMO peuleHue 0 Hadane
mepanuu pumykcumabom. Ilposedeno wecms undysuii npenapama é dose 375 me/m*
NOBEPXHOCMU Mmead ¢ UHMEPBAloM 8 00HY Heodelio. [locne nepsoco 8eedenus mabme-
Pl KOMuecmeo mpomboyumos yoanoce nogvicums 0o 300 x 10°/n. Iemoppacuue-
CKUU CUHOPOM ObLl KynuposaH. [lo okonuanuu Kypcogozo neueHus pumykcumadom
meueHuu 2 1em nayuenmka nouyuaia noooepaicusaiouee jleyerue pumyKkcumabom no
oowenpunsmoti cxeme. B 2011 2 mepanus mabmepoii npexpawena. B meuenue ye-
moulpex jem Yy Hee COXPAaHAemcs noIHas pemuccus sabonesanus. Knunuveckuil ana-
a3 kposu om 5.12.2013: zemoznobun — 140 2/n, spumpoyumet — 4,2 x 10™/1, neiixo-
yumot 5,2 x 1 09/Jz, mpomoboyumol — 230 % 1 0°n, COD —5 MM/4, nanoukosoepHvlie —
5%, ceamenmosioepnvie — 60%, numgpoyumot — 25%, 303unopunvt — 4%, monoyumol

— 6%.

bonvnas C. 65 nem nocmynuna 6 cemamonocuueckoe omoenerue AOKB 6
urone 2012 2. U3 anamunesa uzsecmmno, umo 6 2004 2 ouacnocmuposan aumpocpamy-
JlemMamos, noayuana npocpamMmHyo xumuomepanuio, 8 2005 e — nyyegyro mepanuio Ha
obracmv cpedocmenusi, NOOMvlueunbix aum@oysios. B 2007 e cuama c yuema 6
ces3U ¢ docmudicenuem cmoukou pemuccuu. B 20072 obcredosanace 6 Pecnybnauxe
Kopes, evinonnanace IHOT — nonnas pemuccus JII'M 6vin1a noomeepoicoena. C 2007 2
gnepsvie OmMMemuila NoseieHue 2emMoppasuiecko20 CUHOPOMA HA Kodxce, CHUdCEHUe
Konuuecmea mpomboyumos & nepugepuueckoii kposu 0o 20x10%n. T'ocnumanuzu-
posana 6 cemamonocuveckoe omoenenue AOKB, ovin evicmasnen ouacnoz AUTII.
Tonyuana mepanuio npeOHU3010HOM 8 meueHue 08yx Hedelb 6 0o3e 1 me / 1 ke mac-
cbl mena. /locmueHyma pemuccus 3a00/71€8aHus, KOMopas COXPAHAIACh 6 MmeyeHue
mpex nem. B konye aseycma 2010 2. 6H08b nossuiucsy Kpo8ONOOmMeKU HA Kodice, 8
KAUHUYECKOM aH. Kposu — mpomboyumonerus 20x1 0%/ Haxoounace na nevenuu 8
2eMamoo2U4ecKkomM OmoleHuu, nouyyala mepanuro NpeoOHUu30J0HoM 6 medeHuu 20
OHell - OMMeyancs XOpoulut KIUHUYeCcKutl d¢hpexm- HopMaiu308aiucy, nokazamenu
Kposu, paszpeuuics cemoppacuveckuil cunopom. B 20112 — snoonpomesuposanue
060ux mazobeopeHHbIX CYcmasos, 06e3 0CI0NHCHEHUII.

B mae 6 cea3u ¢ cunbHviM 001€6bIM CUHOPOMOM 8 NO3BOHOYHUKE Nepecmand
xooumw. Ilpu penmeenonocuueckom ob6cae0o8anuu NO360HOUYHUKA OUACHOCMUPOBA-
Hbl: namoso2udecKuti nepeiom meaa nozeouka L3, pacnpocmpanennviii ocmeoxon-
O0pO3 NOSACHUYHO-KPECMY08020 OmMOoeld NO360HOYHUKA, NPOMPY3uu OUCKO8 - nepeo-
s L 1/2, 6okosvie nesocmoponnue L 2/3 , L 3/4, 6oxosas npasocmoponnsis L 415,
oeopmupyiowuti cnonounes. I'omosunacey x onepamusromy neuenuro. Ho 6 urone
2012 2 — ommemuna nosgienue 2eMoppacuieckoco CUHOPOMA HA KOXCe U CHUIICEHUE
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konuuecmea mpomboyumos 0o 10x10°/. Ionyuara amByramopro npeoHu3onoH —
40 m2 6 meuenue 10 oueii. Ipghexma ne OvL10, 8 C643U C UemM ObLIA 20CNUMATUZUD O-
eana 6 cemamonocuyeckoe omoenerue AOKD.

IIpu nocmynnenuu: Obwee cocmosinue yoosiremeopumenvroe. [lumanus no-
suluterno2o (eec 120 ke). Koowcnwiii nokpos ¢huszuonocuueckol OKpacku. 3HauumenbHo
BBIPAJCEHHBIU 2eMOppazuiecuti CUHOpPOM HA KOdce NO NeMmexudibHO- HAMHUCIOMY
muny. Ilepugepuueckue numgoysnvl He ysenuuenvl. B neexux Ovixanue 6e3ukynsp-
Hoe, xpunog nem. Tonwvl cepoya pummuunsie, npueayuenvl. Y4CC — 74 6 mun. A/l —
120 u 80 mm pm cm. A3vik wucmeotil, enadxcusiil. Kusom yeenuuen 6 ooveme 3a cuem
NOOKOJNCHO-HCUPOBOTL KIIemyamKu, npu naienayuu Msaekui, bezoonesnennvii. Ileuens
He ygenuuena. Cenezenka nanonamopHo He onpeoensiemcs. Omexoe nem. Dusuono-
euyecKue omnpasieHus He HapyueHbl.

Knunuueckuu ananuz kposu npu nocmynienuu: spumpoyumol — 4,7 x| 0"/,
eemoenooun — 131 o/n, nevikoyumor — 10,3 % 1 0%/, mpomboyumul - 10 x 1 0°/1, COD
—14  mm/u, pemuxyroyumol — 8%o, nanouxosoepuvie — 1%, ceemenmosoeprovle —
64%, monoyumot — 3%, aumgpoyumor — 32%.

Muenoecpamma: Konuuecmeo Me2aKapuoyumos YeeaudueHo, OMUIHYPOBKA
MpoMOOYUMO8 85143l

Ananuz mouu: 6e3 namonocuu

buoxumuueckuti ananuz kposu.: enwokoza — 5, 7MmMonv/n , obw. berok — 74e/n ,
mouesuna —33 (7-23) mmonwv/n, kpeamunun- 118 (40-100) mmonv/n, mpancamunazol:
AcaT — 17 (10-42) ME/n, AnaT -27 (10-40) ME/n, 6unupybun — 28,6-25,2-3,4
MMOJIb/].

Koaeynoepamma: @ubpunoeen — 2,98 eoln, I[TH - 12,5 cex (114-
15), Tpombomecm — 12 cex (12-16), AYTB — 19,1( 25-35) cex, AT Il — 102% (80-
120), aepeecayus mpomboyumos ¢ A/J® — 5,32 % (50-75), ¢ aopenarurnom — 8,75%
(50-70), ¢ xonnacenom 10,8% (50-75).

Ananuszol na cughunuc, BUY u eenamumuol —ompuyamenvhoie.

IKT': Cunycosas nopmoxapous ¢ YCC - 80 ¢ mun. Ilosviuwena nazpyska Ha
npasoe npeocepoue. Ilunepmpogus muoxapoa 1negoeo ducenyoouxa. ObOmenHbie
HapyuieHusi 8 Muoxkapaoe.

Dubpoeacmpockonus. 6 aHMpaAIbHOM omoee No OONbULOU KPUBU3HE MHOJICe-
cmeeHHble noJiHvle 3po3uu 00 0,3 cm 8 duamempe.

KK®I neckue u cepoye 6e3 namonocuu.

KT noscnuuno-kpecmyogoco omoena no3goHounuka: QPusnuonocudecKuii nosic-
HUYHBLU I0p003 cenadxced. Munepanbras niomHocms NO360HKO8 3HAYUMENbHO CHU-
JHrcena 3a cuem ocmeonopoza. Ommeuaemcs HepaHOMEPHOE CHUMNCEHUE GbICOMbL M e-
na nozeéonka L3 npeumywecmeenno 6 yenmpanoHom omoene ¢ degopmayueni u ya-
CMUYHBIM PA3PYUEeHUEeM €20 HUCHEU 3aMbIKAmMeabHOU NAAcCmuHKu. Beicoma m/n
ouckos L2/3 L 415, L 5/S1 ymepenno cnudxcena c evipasxcenHvimu Kpaesbimu KOCHI-
HBIMU PA3PACMAHUAMY, AGTEHUAMU CYOXOHOPAILHO20 OCMEOCKIEPO3d, PACHPOCMpPa-
HeHHo20 cnonounoapmposa. Obezvicmenena aeeas 60K08as NPOOOTbHAS CEA3KA HA
yposne L2/3. B mene noszeonka LI cnpasa onpeoensiemcs okpyenas eunoOeHcusHas
CMPYKMYpa ¢ 4emKumMu KOHMYpaAMu, ¢ HEeMHO2OYUCTEHHBIMU 2PYObIMU KOCHMHBIMU
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oankamu euympu, d 1,6 cm (6e3 ounamuxu 6 CpaGHeHUU ¢ UCCACOOBAHUAMU OM
28.02.11). M/n Oucku e6vixoosm 3a Kowmypvl men noseonkos: L 1 [2-
npeumywecmaenno knepeou 00 0,4 cm; L 213 — npeumywecmesenno eneso 0o 0,65 cm;
L3/4 — npeumywecmeenno kzaou-eéneso 0o 0,65 cm; LA/S — npeumywecmeenno enpa-
80, Ooblle K3a0U, A MeHCNn0o380HK08bIL KaHanl 0o 0,63 cm. 3nauumenvHo cysiceHbvl
MeHCNO0380HKOBblE KaHAbL: HA yposHe L 2/36 neeswiii; na yposne L 4/5 npasviii. Ilpe-u
napaeepmebpanvhvie MsAcKUe MKAHUu He usmeneHvl. Kocmno-oecmpykmugnuix uzme-
HeHull He eviAeneHo. 3akniouenue: llamonoeuueckui nepeirom mena nozsomwka L3.
Pacnpocmpanennsiii ocmeoxonopo3 nosiCHUYHO-KPeCmyo8020 0moena Nno360HOYHU-
ka. Ilpompysuu ouckos: nepeonsisi L 1/2 , bokosvie nesocmoponnue L 213, L 3/4, 60-
kosas npasocmoponusn L 4/5. ['emaneuoma mena nozeouxa L 1. Jleghopmupyrowuii
CHOHOUJIE3.

IIposoodumoe neuenue. C yuemom namoio2U4ecKO20 neperomMa No360HKA,
00e308UdiceHHOCMUY OOIbHOU U 3HAYUMELbHYI0 Maccy meia Obliu HA3HAYEHbl 2I0KO-
KOPMUKOUOHblE 20PMOHbL OJisl BHYMPUBEHHO20 66e0eHusi - memunpeo — 250 me, Kka-
nenvHo, 8 meyeHue 08yx Hedenw. Ilonodxcumenvnozo 2¢ppexma ne ommeuanocs, ms-
orcenas mpomboyumonenus, (10-15x10°1) u cemoppacuveckuti cundpom coxparsi-
JUCL. Yuumwigas 6016ui0l puck pazeumust caxapro2o ouabema (odcupernue), Haau-
yue apmepuaibHoOU 2unepmen3ull, NONHCUIOU 803pacm OObHOU, ObLIO NPUHAMO pe-
wenue nposecmu mepanuio pumykcumaoom — 700 me eHympuseHno — uepe3z uH@y-
3omam. Pumyxkcumab 66oouncs 1 paz 6 nedento, uemvipe paza. (OOHAKO NONONHCU-
MeNbHOU OUHAMUKU NO-NPEXdCHEMY He HAOI00aN0Ch, maxcenas mpomooyumoneHus
(10-15x10°/1) u 2emoppazuteckuii cuHdpoM COXPAHATUCH.

B cea3u ¢ smum 6v110 peuieno 2omosums nayueHmky K cnieHsKmomuu. B me-
yeHue 5 OHell 6600UIUCH BHYMPUBEHHbBIE UMMYHO2I00YaunbL 8 003e 0,4 2p/l ke maccol
mena. Yoanoce nosvicums konuuecmeo mpomboyumos 0o 60x10%/1. Ha smom gone
ObLIA BbINOIHEHA CNIEHIKMOMUSL 1ANapoCcKonudyeckum memooom. Ilocne cniensxmo-
MUY ObLIa 00CMUSHYMA KIUHUKO-eemamoJiocudeckas pemuccus. Konuuecmeo mpom-
boyumos Hopmanuzosanocsy (300x%1 09/Jz), 2emMoppazuieckuil. CUHOpom OblLl KYynupo-
gan. llonnas KIUHUKO-2eMamMONOSUYECKAs PeMUCCUSl COXPAHAEeMCs No Hacmosujee
8peMsl.

Bnocrneocmesue 6 netipoxupypeuveckom omoeneHuu nayueHmre Ovlid 8binoHe-
Ha onepayus no 80CCMAHOBIEHUI0 NOBPEHCOEHHO20 NO380HKA. B nacmoswee epems
cocmosnue ee y0oenemeopumenvbHoe, nepeogueaemcs CamocmosimenbHo.

TpomOounTonennn y 6epeMeHHBIX.

B nepuon 6epeMeHHOCTH y *KEHIIMH YacTO OTMEUYAIOTCSl YMEHbBIIEHUE KOJIUY e-
CTBa TPOMOOIIMTOB M T€MOKOAryISIIMOHHBIE U3MEHEeHHs. TpoMOoIuTonieHnn y oepe-
MEHHBIX MOTYT OBITh CJIEICTBUEM (DU3UOJOTUUECKUX U PA3IMYHBIX MATOJIOTMYECKUX
nporeccoB. [lo manueiM E.Verdy u coasr. (1997), F.Boehlen u coart. (2000), y
OOJIBIIMHCTBA KEHILIUH MPU HEOCI0XKHEHHONW 0€peMEHHOCTH KOJUYECTBO TPOMOOIIH-
ToB Ha 10% MeHble, yeM B HOpME, IIPU 3TOM 00Jiee 3HAYUTEIbHOE CHIKEHUE KOJIU-
YecTBa TPOMOOIIMTOB BO3HHUKAET B MOCIEIHEM TpuMmecTpe OepeMeHHoctu. [Tpubnu-
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sutenbHo ¥ 10% SKEHIMH KOTHYecTBO TpomOommtoB Meree 150x10%/1 (Amexcees
A.H., 2005). OOb4HO (PYHKIHS WX HE U3MCHEHA, 32 MCKIIOYCHUEM YYBCTBUTEIBHO-
CTHU 3TUX (DOPMEHHBIX BJIEMEHTOB K CHIKEHHBIM J03aM AJlD, kotopas HabmomaeTcs
B Il Tpumectpe GepemeHHocTH. B 3aBHCMMOCTH OT 3THMOJIOTMM M NATOT€HE3a BCE
TPOMOOLIUTONIEHUYECKUE COCTOSIHUS, BOSHUKAIOIIUE B MEPHUOJT OEPEMEHHOCTH, MOXK-
HO pa3JeiuTh Ha JBE TPYIIbI: CBSI3aHHBIE M HE CBA3aHHBIE C OEPEMEHHOCTHIO
(McCrae K., 2003).
Cnenuduueckue COCTOSTHUSA, CBSI3aHHBIE C OEPEMEHHOCTHIO:

1) recrarMoHHas TPOMOOIUTOIICHHUS;

2) TpOMOOITUTOIICHHUS TIPH MPEIKIAMIICHH;

3) HELLP cunapom;

4) TPOMOOLUTONCHHS ITPH OCTPOM KHPOBOM MEPEPOKICHUH ITCUCHH.
CocrosiHusl, HE CBA3aHHbBIEC ¢ 0EPEMEHHOCTHIO:

1) AUTII,

2) TpoMboTHueckas mukpoaHruonatuueckas nypmypa (TTII, I'VC, CKB);

3) TpomOonuToneHuu mpu BUpycHbIX nHpekuusax (BUY, [IMB, BOB);

4) TpOMOOILIUTOINICHHH, CBA3aHHbBIC C HATMYHEM aHTHU(POCHOTUIMHUIHBIX AT,

5) ABC cunapowm;

6) TPOMOOLMTOIICHNH, CBI3aHHbBIC C eeKTaMH MUTAHHUS;

7) JIeKapCTBEHHO — MHAYIIUPOBAHHAS TPOMOOIMTOIICHUS;

8) 6onesnb Bumteopanga tum ;]

9) BpOXIEHHBIC TPOMOOIUTOIICHHUH;

10)  cWHIPOM TUMEPCILUICHU3MA,

11) uMMyHHBIC TPOMOOLMTONEHHH MOTYT ObITh B Buae Tunuunoir AWTII

6o ceszanbl ¢ CKB win ke ¢ ApyruMu BTOpUYHBIMU TPUYUHAMHI UMM YH-
HOM TPOMOOITUTONICHUH.

Aymoummynnas mpomooyumonenuyecxkas nypnypa (AHUTII) nabmomaercs y
0,02 — 0,2% 6epemennbix xenuuH. AUTII coctaBiser 5% OT Bcex ciaydaeB TPOM-
OOLMTOIICHUH Y OEPEMEHHBIX | SIBIIICTCS HanOOJIee YaCTON MPUIMHON CHUKEHHUSI KO-
augecTBa TpoMOonMToB y OepemenHbIx skeHIuH B | Tpumectpe (Gill K. etal., 2000).
VY 50 — 60% OGepeMeHHBIX TOM TPYIIBI B CBIBOPOTKE KPOBU OMPEEISIOTCS ayTOAH-
tuTena (AT) IPOTUB TPOMOOIIMTOB, KOTOPHIE PACTIO3ZHAIOT PA3IUYHBIC ITUTOIIBI, IKC-
MPECCUPOBAHHBIC HA MOBEPXHOCTH MEMOPAaHBI TPOMOOIIMTAPHBIX TITHKOIPOTEUHOB, -
GPIlIb/l11a, pexe — GPIb/IX. B HexkoTOpHIX cily4asx AT MOTYT aKTHBHPOBAaTh KOM-
mieMeHT. CrnenuuyHOCTh TecTa MO ONpeleNieHnIo 3TUX AT coctasisier 6onee 90%
(WarnerM. etal., 1999). TpoMOOLMTHI ¢ HAXOASIIMMHCS HA X MIOBEPXHOCTH aHTUTE-
JaMu, CBSA3BIBAIOTCSA ¢ FC — pernenTopaMm, 3KCIpEeCCHPOBAHHBIMU Ha Makpodarax,
ynanstoTes kiaetkamu CM®, B ocHoBHOM B cene3enke. Y 90% 6epemennnix ¢ AUTIT
Ha TpomoOonuTax oOHapyxuBatoTCcia |J B MOBBINIEHHOM KojinuecTBe. B myHKTarte
KOCTHOT'O MO3Ta OTMEYaroTCs n3MeHeHus, Turuuabie it AUTII.

TpomOonuTonenust Bo3uukaetr B Teuenue | — Il Tpumectpa 6epemenHocTy, u y
50% >KEHIMH MPOUCXOJIUT MPOTPECCUBHOE CHIDKEHHE KOJMYECTBA TPOMOOIIMTOB B
Il TpumecTpe ¢ MOSIBIEHHEM TUIHMYHBIX KJIMHUKO — FeMaTOJOTMYECKUX MPU3HAKOB
AUTII. Nuorna y 6epemennbix sxeHIMH ¢ AUTII otMeuaroTcsi BeIpaKe€HHbBIE TeMOp-
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parvueckue TMposiBICHUS Ha (OHE B3HAUYUTEIBbHOM TpomMOOoUUTONEHUU (MEeHee
20x10%/1).

HNuarnoctuka AWUTII ocoObIX TpyJaHOCTEN HE MPECTABILET, €ClIU Yy OepeMeH-
HOH B MpOILJIOM 3TO 3a00JIeBaHHE ObLIO TUAarHOCTHPOBAHO. TPyAHOCTH BO3HUKAIOT
TOrJa, Korjaa y OepeMeHHOU BIEpBbIEC BBIABICHA YMEPEHHAs] TPOMOOLIUTONEHUS, U B
TUX ciydasx TpyaHo otinuuth AUTII oT rectanmoHHON TpOMOOIMTONECHUH, TaK
Kak Mpu oboux coctosiHugx coaepxkanue 1gG, accoruupoBaHHBIX C TPOMOOIIUTAMH,
yeenuueHo (Boehlen F. et al., 1999). C Gomnbiueii BEpOATHOCTHIO MOKHO YCTaHOBHTH
nuarno3 AUTII tem 6epeMeHHbBIM, Y KOTOPBIX 10 3TOr0 HE ObUIO TPOMOOIUTONEHUU
u B | TpuMecTpe GepeMEHHOCTH KOIMYECTBO TPOMOOIIMTOB CHH3MIOCH 10 100x10%/
U MEHbUIE U eclu y OEpeMEeHHON C YBEITMYEHUEM CPOKOB T'€CTALlMHM MPOrpecCUpyeT
TpoMOonuTonenus. Ecau ke y OepeMeHHOH >KEHIMHBI OTMEYaeTcs yMepeHHas
tpoMbonuronenus Bo Il u |1l TpumecTpax, OTCyTCTBYIOT TUNIEPTEH3US U MPOTEHHY-
pusi, To 60JIee BEpOSATHO, YTO MMEET MEeCTO rectanmonHas tpombonuronenus (Gill K.
etal., 2000; McCrae K., 2003).

Jleuenue AUTII y GepeMeHHBIX MPOBOJASAT MO JBYM HANpPABICHUSAM — JICUCHUE
MaTepu U mioAa. Ecnu y matepu myprypa OTCYTCTBYET WM BbIpaKeHA HE3HAYMU-
TENBHO M KOIMYECTBO TpoMOomuToB Gomee 20x10%/m, To nedenue ue mposomst. Ecim
xe y 6epemennoit ¢ AWUTII umerorcst BbIpaskeHHBIE MPOSIBICHUS MyPITYPhl U KOJIUYe-
cTBO TpomGommToB MeHee 20x10%1 (Takue ciydanm BeTpedaroTcs pefKo), To Tpeldy-
etcs sieyeHne. OOBIYHO TaKUM KEHIIMHAM Ha3HA4YalOT BHYTPUBEHHbIE HH(Y3UU TO-
JUBaJIEHTHOr0 uMMyHoOrI00ynuHa (Ig) B Teyenne 6 — 8 4 mo 1 r/Kr mMaccel Tena,
1ocJie TaKoro JieueHust y 2/3 0epeMeHHbIX YBEIIMUMUBAETCS KOJIMYECTBO TPOMOOILIUTOB
B MIepU(EPUICCKOI KPOBU M COXPAHSETCS Ha 3TOM ypOBHE B TeueHHH 1 mec (Asekce-
eB A.H., 2005). lMHoraa Takyro TaKTHKY IPOBOIAT IEPEa POAaMH, 4TOObI YBEIUYHUTh
KOJIMYECTBO TPOMOOIIMTOB U YMEHBIIUTH KPOBOMOTEpro. [10CKONBKY MpemHU30I0H
BBI3BIBAET TUIEPTECH3UOHHBIE HAPYIICHUSI Y OEPEMEHHBIX, TO €ro Ha3HA4aloT TOJIBKO
npu OTCYTCTBUH 3 (PeKTa OT BHYTPUBEHHOTO BBeACHUS nonuBaieHTHoro |g. Ecnu y
OepeMeHHON KEHIIUHBI TPOMOOIIMTONEHUSI 3HAUUTENbHAS U K TOMY K€ OHa COMNpO-
BOXKJIA€TCsl TEMOPPArHueCKUM CHHJIPOMOM, TO 1O Mepe MPUOIMKEHHSI CPOKOB POJIOB
JICYCHHE JTOJDKHO OBITh Oosee 3(pPEeKTUBHBIM M MHTEHCHUBHBIM, YTOOBI 0OECTICUUTH
remocta3. HeobxonuMo BceMH MepaMu JAOCTHYb TOrO, YTOOBI K MOMEHTY POJOB Y
POYEHHIBI KOTHYECTBO TPOMOOLHTOB Gb110 Gomee 50x10%1, a 10 MHEHHIO HEKOTO-
pbIx aBTOpoB — Gonee 100x10%1 (Anexcees A.H., 2005).

OnHako MHOTJA TOMBITKU JEUEHUS TPOMOOIMTONEHUH M TeMOpparudeckoro
CHHJIpOMa Ha3HauY€HUEM BHYTPUBEHHO |J M mpeaHH30J0HAa OE3yCHEIIHbI; B TAaKUX
CIydasiX paccMaTpUBaeTCs BONPOC O CIUICHIKTOMHHU — Yy 75% Oepemennwsix ¢ UTII
JOCTUTaeTcsl MojHas peMuccus. OnepaTuBHOE BMEIIATEIbCTBO ONTHUMAIBHEE BCETO
npoBoauTh BO |l TpumecTpe GepeMeHHOCTH, TIpu OoJiee paHHEM MPOBEACHUU MOXKET
POIUTHCS HEJIOHOIIEHHBIN pebeHok, a B |1l TpumecTpe TexHUUecku TPyAHO OCylle-
CTBUTb CIUICHIKTOMUIO U3-3a Pe3Ko yBenuueHHou maTku (Anekcee A.H., 2005).

Ho nexotoprie 6epemennsbie xeHuubl ¢ AUTII ocratoTcst pepakTepHbIMU K
JICYCHHIO MPEIHU30JI0HOM, BHYTPUBEHHOMY BBEJCHMIO MOJMBajIeHTHOro lg, cruie-
HAKTOMUH, Y HUX COXPaHAETCS TPOMOOLUTONEHUS, MHOTJa B COUETaHUU C TeMoppa-
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TMYECKUM CUHAPOMOM. DTUM OOJBHBIM Ha3HA4yalOT METUJINPEIHU30J0H BHYTPUBEH-
HO 10 1 — 2 1, mocie 4ero HacTymaeT KIMHUKO — IE€MATOJIOTMYECKOE YIy4IlICHUE
(AnexceeB A.H., 2005).

Bropoii Bompoc, KOTOpbII BOJHYET aKylIepoB U MEAUATPOB (pazyMeercs, W
ponuTesneil) — 3TO Kak MOBJIMSIET Ha 101 U peOeHka Hanuune y 6epemennoit AUTIIL.
Prck BOZHMKHOBEHUSI TPOMOOLIMTONIEHUH HOBOPOKIEHHBIX cocTaBiseT 6 — 10% npu
HAJIMYHH Y MaTepH BRIPAKEHHOI TpomGomuTonennn (Menee 50x10%/m). Pruck poxie-
HUsE peOeHKa ¢ TSOKeToi TpomboumTonenueii (Meree 20%x10°/1T) OTHOCHTEIBHO HEBEI-
cok ¥ cocTaBisieT 1 — 5%, HO y 25 — 50% W3 HUX OTMEYAIOTCA TSKEIbIE KPOBOTEUE-
Husi. Takke HEBBICOK pUCK (MeHee 1%) TsKenbIX KpOBOTEUEHHH, MPUBOMASIIUX K
CMEPTH HOBOPOXAeHHOT0. K 0COOEHHO OMacHbIM MOCIEACTBUSIM TPOMOOLUTONEHUU
HOBOPOJKJICHHBIX OTHOCSITCSI BHYTpPUUYEPEIHbIE KPOBOUZIUSHMUS, TOSBIECHUIO KOTO-
PBIX CIIOCOOCTBYET M TpaBMa rOJIOBbI B MEPHUOJ POJIOB MPU MPOXOKIACHUU peOeHKa
yepe3 poaoBoit kanan (Anekcees A.H., 2005).

[laTorene3 TpOMOOIMTONEHUH Y HOBOPOXKACHHBIX OT Martepu ¢ AUTII, kom-
IUIEKCHBIM, W TOSIBJICHHE TPOMOOLMTONEHUU y peOeHKa 3aBUCUT HE TOJIBKO OT CO-
JIEp’)KaHus aHTUTE] Yy MaTepd, HO W OT 3PEJIOCTH MErakapHoLUTONo033a y Iioja U
3penoctu y Hero CM®. Ha ocHOBaHUM KJIMHUYECKUX U T€MATOJOTMYECKUX MPHU3HA-
KOB y MaTepu MpecKa3aThb BO3MOKHOCTh POXKIAEHUSI peOeHKa ¢ TPOMOOLUTONIEHUEH
HEBO3MOXHO, U €TMHCTBEHHBIM OOBEKTUBHBIM MPOTHOCTUYECKUM KPUTEPUEM B 3TUX
CIIy4asiX MOKeT OBbITh UCCIIEAOBaHUE KPOBU IIO/A WIH )K€ ONpe/eleHue KOJIMYecTBa
TpOoMOOLIUTOB y pebeHka B iepuoa poaoB (AnekceeB A.H., 2005).

VY nereit, poguBmuxcsi oT matepeid ¢ AUTII, MokeT pa3BUThCS TpaH3UTOpHAs
TPOMOOITUTOINIEHHUSI B TPYJHOM BO3pacTe, B MYNMOBUHHONW KPOBU MOBBIIIEHO KOJIHYE-
CTBO TPOMOOIIMTOB, HECYITUX Ha cBoel nmoepxHoctu 1gG. MaTepuHckue TpoMOOITH-
TopeakTuBHbIC |G aKTUBHO MPOHUKAIOT B KPOBH IUIOAA U CBS3BIBAIOTCA C AMHUTOIA-
MU TPOMOOIIMTOB IIJI0JIa, U OHHM, OKyTaHHBIE AHTUTPOMOOLUTAPHBIMH AHTUTEIIAMHU,
3areM (parorutupyrorcsa Makpoparamu CM® mnoga. OnHako cTeneHb TPOMOOIUTO-
IIEHUU HOBOPOXKJICHHBIX HE KOPPEIUPYET MPSIMO INPOMOPLHUOHAIBHO C KOJIUYECTBOM
peakTUBHBIX |J TpOoMOOIIMTOB B MyMOBUHHOM KpoBU. [lo — BUAMMOMY, UMEIOT 3HaUe-
HUE " Apyrue (HakTophl, Takue Kak ap(HUHHOCTh MATEPUHCKUX AT MO OTHOIICHHUIO K
TpomMbouTaM 1ioaa, 3peaocts CM® mioaa, cmocoOHOCTh KOCTHOMO3TOBOT'O KPOBE-
TBOPEHUS I1JI0JIa KOMIIEHCHPOBATh MOBBIIIEHHBIM TPOMOOIIUTOOOPA30BAaHUEM YBEIH-
YEHHYIO JAECTPYKIHIO TPOMOOIIUTOB U Jp.

[IpenBuaeTs pa3BUTHE TSHKEIOH TPOMOOLIUTONEHUU U TEMOPPArnYECKOro CHH-
JpoMa y HOBOPOXKJAECHHOT'O HE BCET/1a BO3MOXKHO, Tak Kak (AnekceeB A.H., 2005):

1) HeT mpsiMOll KOppesiuA MEXTy KOJIHMYECTBOM TPOMOOIIMTOB Y MaTepH H pe-
OcHKa; TaK, Y HEKOTOPHIX OEPEMEHHBIX KOJUYECTBO TPOMOOIMTOB OBLIO HOP-
MaJIbHbIM, a y peOeHKa HaOonanach Tskelas TPOMOOLMTONEHUsl, U Ha00o-
pOT, y MaTepH € TAKEIOH TPOMOOLMTONEHUEW POXKIAAIUCH JETH C HOPMAJlb-
HBIM KOJINYECTBOM TPOMOOLIMTOB;

2) OTCYTCTBYIOT yOeAWTENbHBIC aHHBIC, MOATBEPKIAIOIINE, YTO ONpEACICHHE
|9, cBsi3aHHOTO C MeMOpaHOU TPOMOOIIMTOB, MO3BOJSET OTINYUTD WM UCKITIO-
YUTh U3 TPYIIBI PUCKA JETEH, Y KOTOPBIX PA30BbETCSI TPOMOOLUTONEHUS.
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B Hacrosiiiiee BpeMs I1aBHBIM KPUTEPUEM BO3MOKHOCTH POXKICHUS peOeHKa ¢
TPOMOOIIMTONIEHUEN SIBISIIOTCA TaHHBIE O TOM, YTO MpeAbIayIIue (-asi) 0epeMEHHOCTh
3aKaHYMBAJIach pOXKJICHUEM pebeHKka ¢ TpoMOonuToneHuei. Hekotopeie aBTOpbI AJis
MpeCKa3aHusl Pa3BUTUS TPOMOOILMTONCHUU Y HOBOPOXKIEHHOIO HCIOJIb30BAIM UH-
Ba3WBHBIC METOJIbI — HMCCJIEJOBAIIM KPOBb IUIOAA HAa KOJIUYECTBO TPOMOOIIMTOB, HO
4acTO MOJIy4Yaau OMMOOYHBIE PE3YIbTaThl; MOATOMY B HACTOsIIIEE BpeMsi OOJBIIN H-
CTBO Bpayeu JaHHBIA METOJ HE UCHOJIL3YIOT. Halle npuaepKUBarOTCs BbIKUAATEIb-
HOM TakTUKH BeneHus pozos. [To muenuro J.Kelton (2002), eciu TpedyeTcs kecapeBo
CEYEHME MO aKyUIEPCKUM IOKa3aHUsIM, TO €ro ocymecTBisatoT. Ecinu y OepemeHHON
KEHITUHBI UMEETCS] TEMOPPAru4ecKuii CHHIPOM U KOJIMYECTBO TPOMOOIIMTOB MEHEE
10 — 15 x 10%1, To HasHAYAOT HHGY3HIO TPOMOOKOHIEHTPATA, a CCIIH IPOSBICHHS
KPOBOTOYHBOCTH HE3HAYHTEIbHBIC H KOIMIECTBO TpoMOommToB Gomee 15%10%1, To
TpaHchy3uu He mpou3BoaAT (AsekceeB A.H., 2005). Kak Obu1o OTMEUEHO BHIIIIE,
MHOT1a OEpPEeMEHHBIM XKEHITUHAM TIEpPel pPOJaMU BBOJIST MOJIUBAJICHTHBIN |Q 11 yBe-
JUYEHUS KOJIMYeCTBa TPOMOOIIUTOB B NIEpU(DEPUIECKOI KPOBH.

[Tocne poxnenus pebeHka MCCIEAOBaHUS COJEPKaHUS TPOMOOITMTOB B KPOBHU
y HEro MPOBOJST B TCUCHUH NIEPBBIX 2 — 3 JTHEU MOocye POXKISHUS, U €CITH UX KOJIUYe-
CTBO HOpMaJjbHOE, TO JiedueHrne He HasHayaroT (bapkaraun 3.C., 1988). Ecnu Habmona-
eTCsl TPOMOOIIMTOTICHHUS, TO BBOAST BHYTpUBeHHO nosuBasieHTHbIHN |G (bapkaran 3.C.
u coaBT., 1999). ITo moBoay KOpMJICHHS peOEHKa MAaTEPUHCKMM MOJIOKOM CYIIe-
CTBYIOT pa3Hble MHEHUs1. HO GOJIBITMHCTBO aBTOPOB CUMTAIOT, YTO MOCKOJBKY aHTH-
TEJIa MOTYT COJEPKAThCsI B MATEPUHCKOM MOJIOKE M YACTUYHO BCACHIBATHCS, CIEIYET
n3oerath rpyaHoro BckapmiauBanus (bapkaran 3.C., 1988).

Ecnn y 6epemennoii Habmonanace tunuaHas AWTII, To mocnennss e camo-
U3JICYMBACTCS MOCJIE POAOB M TpeOyeT MPOBEIEHUE Tepanuu COOTBETCTBEHHO KJlac-
CHYECKOMY 3a00JI€BaHMUIO.

Tpomboyumonernus y b6epemeHHbIX npu 2UnepmeH3UOHHOM cocmosHuu. Y He-
KOTOPBIX JKEHIIMH B TMEPHOJl OEpEeMEHHOCTH OTMEYAaeTCsl TMIEPTEH3HMOHHBIA CHH-
JPOM, 9acCTO COIPOBOXKIAIONTUNCS TpoMOoruToneHue. K dauciny Takux COCTOSHHMA
oTtHOcsTcs Tpedkimamncus u  cuHapom HELLP (Hemolysis elevated liver
functiontests, low platelets). ¥ 21% OepeMEHHBIX THIIEPTCH3UOHHBIC COCTOSHUS
OCJIOKHSIFOTCS TPOMOOLIUTOTIEHUEH.

IIpesxknamncusa nabmonaercs y 5 — 13% OepeMeHHBIX KEHIINH, OOBIYHO BO3-
Hukaet B |l tpumectpe. OHa HabmonaeTca y 6% OepeMeHHbIX MEPBOPOASIIINX, BO3-
pact kotopbix meree 20 u 6onee 30 ner. [To gamapiM K.Lain u coart. (2002), je-
TaJbHOCTh OepeMeHHbIX OT npeskiamncuu B CIIA coctaBusier 17,6%. Kputepusimu
MPESKIAMIICH  SIBIISIIOTCSI  TIOBBIIIIEHWE apTepuanbHOTO fAaBieHus Bbime 140/90
MM.PT.CT. u Tipotennypus 6omnee 0,3 /24 4 unu 6onee 1 mr/a. Ecnu y 6epeMmeHHoN
KEHIIMHBI OTMEUYAeTCsl TOJIbKO MOBBINICHUE apTEpUATIbHOTO JABJICHUS MPU OTCYT-
CTBUU MPOTEUHYPUH, TO ITO COCTOSIHUE pacCMATPHUBAIOT KaK MHAYLIIMPOBAHHYIO Oe-
PEMEHHOCTBIO apTepuaibHyI0 TunepteHsuto. Y 15 — 50% OepeMeHHBIX KEHIIUH C
npeskiamncueit B |1l TpumecTpe oTmeuaercss TPOMOOLMTONEHHUS, U HMHOTAA OHA
MPEAIIECTBYET KIIMHUKO — JTA0OPATOPHBIM MPU3HAKAM MPEIKIAMIICUH.
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[TaTorenes TpoMOOIUTONIEHUH TIPU MIPEIKIAMIICUU OKOHYATEIbHO HE BBISICHEH.
CymiecTByeT MHEHUE O HAJIMYMHU CBSI3U MPEIKIAMIICUUA C HACIEICTBEHHON TpOM-
O0oduiamnel, HO 3Ty TOYKY 3pEHHs pa3AeisioT HE Bce uccienoparend. [Ipu manHom
CUHAPOME YBEIMYEHa NECTPYKIMS TPOMOOLMTOB, a OOMUNA O0BEM MOCIEAHUX YBE-
JIUYEH NMPU HOPMAJILHOM WJIM TTOBBIIIIEHHOM KOJIMYECTBE MAarakapuoIluTOB B KOCTHOM
MO3re. DTO MO3BOJISET MPENOI0KUTh, YTO B KPOBU IUPKYJIUPYIOT O0Jiee MOJIOAbIC
TPOMOOLIUTHI, TTOSIBJIEHUE KOTOPBIX SIBISETCS CIECTBUEM KOMIIEHCATOPHOUM peakIuu
KOCTHOTO Mo3ra. [loBblllieHHAss AECTPYKIMsS TPOMOOIIUTOB MOXKET OBITh CBS3aHA C
MaTOJIOTUYECKUM YBEJIUUEHUEM WX aJre3UH K MOBPEXKICHHBIM WM aKTHBUPOBAHHBIM
SHJIOTEIMAIBHBIM KJIETKaM COCYJIMCTOM CTEHKH, aKTUBAIlMEN CUCTEMbl CBEPTHIBAHUS
KpOBU ¢ 00pa3oBaHWEM TPOMOWHA, KOTOPBIM aKTUBUPYET TPOMOOILUTHI C TTOCIEAYIO-
UM yJaJeHueM TpoMOOIIUTOB, cBsi3aHHbBIX ¢ 1, kimetkamu CM®. TpoMOOIIUTH MO-
r'yT OBbITh CcBsi3aHbl ¢ |G aHTUTPOMOOLIMTAPHBIX AaHTUTE WIH )K€ UMMYHHBIMH KOM-
IJIEKCaMU, COJIEPIKaHUE KOTOPBIX MOBBIIICHO MPHU MPEIKIAMIICHH.

Y HEKOTOpBIX OEPEMEHHBIX C MPEIKIAMIICHEH MOTYT OTMEYaThCs MPHU3HAKU
JIBC c aktuBarueit TpOMOOIIMUTOB U MOBBIIICHHBIM X MoTpebiaeHueM. OIHaKO KITu-
Hudecku JIBC mposiBisieTcsl TOIBKO B TSDKEIBIX CIydasiX MPEdKIIaMIICUU, XOTs J1a0o-
paTOpHBIE TECThI YKA3BbIBAIOT HA TO, UTO CUCTEMa CBEPTHIBAHUS KPOBU aKTUBUPOBAHA
y MHOTHX O€peMEHHBIX C MPEIKIAMIICHEH, HO TIPU 3TOM OTCYTCTBYIOT KIMHHUYECKUE
U KJaccudeckue aboparopusie npuznaku JIBC.

C. Redman (1990), M.Zemel u coast. (1990) cuuTaroT, 4T0 TPOMOOIIMTOIICHHUS
nosiBisieTcst B | TpumecTpe 6EpeMEHHOCTH, U B MOCIEAYIONIEM Y 3TUX JIMIl BO3HUKA-
IOT KJIACCHYECKUE MPU3HAKH MPEIKIAMIICHH.

Cunopom HELLP Bniepesie onucan J. Pritchard u coaBT. B 1954 . ¥ GepeMeHHBIX
HAOJIIOIANTUCh KIMHUYECKHE M TeMAaTOJIOTMYeCKUe MPU3HAKU TEMOJIMTUYECKON aHe-
MUH, yBEIIMUYEHNUE aKTUBHOCTH aMHUHOTpaHc(depas3 B CHIBOPOTKE KPOBU U TPOMOOIIH-
torenus. Tepmun HELLP mpenmoxxen L. Weinstein 8 1982 r. Kpurtepusmu 31010
CUHApPOMA SIBIISIOTCS:

— MUKPOAHTHOTNATHYECKasi TeMOJIUTHYECKass aHeMus (aHeMus, B Ma3KkaX KpPOBU
OTIPEIENSIIOTCS. (PparMEeHThI APUTPOIMTOB, IMIU30IUTHI, YBEIMUEHO COIEPKAHNE
OownpyOuHa 3a cueT cBOOOIHOTO, MoBkIMIeHa akTuBHOCTD JI/II™ mo 600 en/n u
ooee);

— yBETWYEHUE aKTUBHOCTH aMUHOTpaHC(Epas;

— Koam4ecTBO TponboruTos Menee 100x10%/1, a nuorna Menee 50x10%/1.
Knnandeckue npusnaku cunapoma HELLP y 6epemMeHHbIX CXOIHBI C TaKOBBI-

MU MPEIKIIAMIICUH, TO3TOMY JaHHBIM CHHAPOM PacCMaTpPUBAIOT KaK BapUaHT MPEIK-
namricud. Y 80 — 95% OepeMeHHBIX OTMEYAIOTCS HEJIOMOTaHHE, TOIIHOTA, OO B
BEpXHEM KBaJIpaHTE >KUBOTA, HaaupeBHOU oOmactu. Y 50% KEHUIMH OTMEuYaroTcCs
oTeKH U (WIH) apTepuaiibHas runeprensus, a y 70 — 85% - nporennypus, HO OHa He-
3HauuTeNbHas. [Ipy HATUYMU TSHKEIOr0o MUKPOAHTHONATHYECKOTO TeMOJin3a MOXKET
HaOJII0/1aTbCsl HEBPOJIOTMYECKAs] CUMIITOMATHKA B BHjE rurneppediekcuu, Hapylle-
HUS OCTPOTHI 3peHus U Ap. Yame Bcero CUHAPOM HAOJIOAAETCS Y MKEHIIUH CTapiie
25 net, mpu MHOTOIUIOAHOM OepeMeHHOCcTH. X0Ts natorene3 HELLP u npesknamn-
CHUU, BEPOSITHO, CXOJICH, KIMHUYECKHU UX CIEAYyeT pa3aeisaTh, Tak kak npu HELLP ne-
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TaNbHOCTh cpeau OepeMeHHbIX cocTaBigeT 7,7 — 60%. J. Stone (1998) ormeuaer, uTo
cugapomM HELLP moxer HabGmiogaThCs MpU OTCYTCTBUM KIMHUYECKUX IMPU3HAKOB
MPEIKITAMIICHUH.

VY HOBOPOXAEHHBIX OT KeHUIUMH ¢ cuHapomoMm HELLP, moxeT otmeuarbcs
TPOMOOLIUTOINICHHS, HO OHAa MEHEE BBIPAKEHa, YeM MPH POXKIACHUU OT MaTepei c
AUTIL Xots y HOBOPOXJIEHHBIX B KPOBU MOryT omnpeaenstbes 1gG — accouuunpo-
BaHHBIC aHTUTEJA C TPOMOOIIMTAMU, UX TUTP HE KOPPEIUPYET CO CTENEHbIO TPOMOO-
nuroneHun y pedenka. [lo — BUAuMoMy, B pa3BUTUM TMOCIEIHENH UMEIOT 3HAUCHHE
HapyIICHUS MErakapuoIMTONno33a. Y HOBOPOXKJACHHBIX B IJIa3M€ KPOBU IMOBBIIICHO
conepxxkanne TIIO, B mepudeprudeckoil KpoBU OTIPEACISIOTCS KICTKH — Mpelie-
CTBEHHHMIIbI METaKapUOILUTOB, U CTEMEHb ITUX U3MEHEHUU MOXKET KOPPEIUPOBATH C
reCTallMOHHBIM BO3pacTOM peOeHKa.

[Ipn Hanmuuuu TSHKEJIOW TPOMOOIUTONICHUU Y OEpPEMEHHBIX C CHHAPOMOM
HELLP mnoka3zansl Tpanchy3un TpomOOKoHIEHTpaTa. JKeHIIUHBI, Y KOTOPBIX CHH-
JIPOM pa3BWICS HAa pPaHHUX CTAAUSIX OEPEMEHHOCTH, JOKHBI HAXOJMTBCS TIOJ
HaOII0JIeHUEeM U O0CIIeIOBAThCSl CHCTEMATUUECKH, YTOOBI CBOCBPEMEHHO MPHUHSTH
Mephl BO U30ekKaHUE CEPhE3HBIX OcCiIoXHeHHM, Takux kak JIBC. Cnemyer MOMHUTS,
YTO CHIDKCHHE KOJIMYECTBA TPOMOOITUTOB MOXET MPEAIICCTBOBATH MOSBICHUIO CUH-
npoma HELLP, T.e. recraniioHHass TpOMOOIIMTONICHUSI MOXKET OBITh MPEIBECTHUKOM
3TOro cuHapoma. Tspkenble ciydan npeskinamicuu u cu"apoma HELLP moryr
HarmomuHath TTII wim I'YC, 1 B 3THX ciiydasx Ha3Ha4aroT rasmadepes ¢ 3aMmelle-
HUEM CBEXE3aMOPOKEHHOM TIa3MOil.

l'ecmayuonnas mpomboyumonenus. Ee enie Ha3bIBaIOT ICEBAOUIUONATHYE-
CKOW TPOMOOITMTOTICHUYECKOU MypITYypPOM, COIMYTCTBYIOMIEH, cirydaiHou. Jis recra-
IIMOHHOW TPOMOOIIMTONEHUH XapaKTEPHO HAIMYME CHUKEHHOTO KOJUYECTBA TPOM-
OonuToB, Yame B npeaenax (1 10-150)><109/J1, HO WHOTJIa KOJIMYECTBO TPOMOOITUTOB
cHmkaercss 10 43x10%n1 mpu OTCYTCTBHM NPHYKMH, COCOGCTBYIOIIMX Pa3BUTHIO
TpoMOonuTOonIeHNH. ['ectaiimonHas TpoMOonuTonieHus: Haomogaercsa y 5 — 7,4% Oe-
PEMEHHBIX KEHIINH. ['ecTanmonHas TPOMOOIUTONEHUS COCTABIISAET MPUOITU3UTEITHHO
75% oT Bcex TPOMOOIMTONCHHM, HAOIIOMAeMBbIX Y JKEHIUH BO BpeMsi OepeMeHHO-
ctu. Ona mosBisiercs B koH1e || numu B mavane Il Tpumectpa 6epeMeHHOCTH, HE CO-
MIPOBOXKIACTCS OCJIOKHEHUSMH, CBS3aHHBIMU C O€PEMEHHOCTHIO, U POXKICHUEM pe-
OcHKa C TPOMOOLUTONEHUYECKON Mypmypoi. ['ecTallmOHHYI0 TPOMOOIMTONEHHUIO
paccMaTpUBalOT KaK TPOMOOIUTONCHHUIO (DU3UOIOTHUECKYI0, COIMPOBOKIAOIIYIO
HOPMAJIBHYO0, HE OCJIO)KHEHHYIO O€pEMEHHOCTD.

Ecnamn y xeHuumHbel B nepuoa 0epeMeHHOCTH B nepudepruyecKoil KpoBU oOHa-
PY’KMBAETCsl YMEHBIIIEHUE KOJMYECTBA TPOMOOIIUTOB, TO 00SA3aTEILHO CIIETYET TIIa-
TEJBHO BBISICHUTH aHaMHe3 — He Obi1o i B mipomiom AUTII, 3a6oneBanuii uMmyH-
HOT'O reHe3a, TeUeHrue 0EpPEMEHHOCTH U POJIOB B MPOIILIOM, HET JIM MPU3HAKOB TUIIEP-
TEH3MOHHOTO CHHJApPOMA W JAp. JIMlib nmpu OTCYTCTBUU MPUYUH, KOTOPHIE MOTYT MO-
BJIeYb 32 COOOM pa3BUTHE TPOMOOILMTONECHUU, CTABIT IUATHO3 TeCTAIMOHHON TPOM-
ooruronenun. HaGmonenuss H. Minakami u coast. (2000) 3a 592 xeHIIUHAMU CO
cpokom rectanuu 13 — 37 HeJ ¢ HEOCIOKHEHHOM O0€peMEHHOCThIO MOKa3alu, YTO B
Il TpumecTpe HaOMIO1a€TCSl pAaBHOE YUCIIO JKEHIIMH KaK C TPOMOOIUTONIEHUEH, TaK U
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C IOBBIIIEHHBIM KOJIMYECTBOM TPOMOOLMTOB; 3,7% OE€peMEHHBIX KEHIUH, y KOTO-
PBIX KOJTHYECTBO TPOMOOIHUTOB 6b110 Meree 150x10%/1, GbIT BBICOKHIA PHCK MOSIBIIC-
Hus cuHapoma HELLP. ABTopbel oTMETWIHM, YTO TeCTallMOHHAs TPOMOOLMTONEHUS
MO>KET MpEAIIeCTBOBATh NosABIEeHUIO cuHApoMa HELLP.

Ilo muenmto J. George (2000), eciu KommaecTBo TpoMbouToB Meree 70x 10/
U OHO HaOJIOMAaeTCs Ha PaHHUX CPOKaxX OEpPEeMEHHOCTH, TO ClelyeT AyMmMarh 00
AUTII, a recraniioHHass TPOMOOIIUTONICHUS B JJAHHOW CUTYyalluU SIBJISICTCSl TpaH3U-
TOpHBIM npru3HakoM ANUTIL

[laTorene3 recTaMOHHOW TPOMOOLIMTOIIEHUH OCTAETCA HESACHBIM, HO, BO3-
MOKHO, B €€ BO3HUKHOBEHUHM MMEIOT 3HaUYEHUE Takue (PaKTOpbl, KAK TeMOAMIIIONHMS,
YCKOPEHHOE UCUYE3HOBEHUE TPOMOOIIMTOB U3 LUPKYIHUPYIOUIEH KpoBH. I 'ecTainonHas
TPOMOOIIMTONEHUS HE TPEOYeT JIeUeHUsI, TaK KaK OHA CaMOIPOM3BOJILHO MCUE3aET B
MOCJIEPOJIOBOM TEPHOJE U OOBIYHO MPOTEKAET C YMEPEHHBIM CHUXEHUEM 4YHUCIa
TPOMOOIMTOB 0€3 KIMHUYECKUX MPOSIBICHU KPOBOTOUHNBOCTH y O€pEMEHHOIA.

TpombGouutonenus moxer ObiTh cumnToMoM TTII (06puHO BO3HMKaeT BO |l
TpuMmecTpe 6epemenHoctn), ['YC (daie B nociepogoom nepuoae), CKB, anomanuu
Mes — Xerrnuna, 6one3nu Bunnebpanna |l tuna, BUY — undexunn, Hanuyus aHTH-
dochonunuaHbix AT, TUTIEPCIUICHU3MA U JIp., 9TH 3a00JIeBaHUSI ONUCaHbl B COOTBET-
CTBYIOILIUX TJIaBaX.

Cunapom ®@umepa-IBaHca

Cunnpom O®umiepa-OBaHca — cOYETaHHE AYTOMMMYHHOM TE€MOJIMTHYECKON
aHEeMHH W ayTOMMMYHHOM TPOMOOITMTONEHUUYECKOW MypIyphl. Beimensior cumnro-
MaTHYECKYI0 U UAuonaTuIeckyr Gopmsel cuaapoma dumepa-OBanca. CUMITOMATH-
gyeckas ¢opma HaOIIOAACTCS TIPU XPOHUIECKOM TI'elaTuTe, CHCTEMHOM KPacHOM BOJI-
YaHKe, PEBMATOUHOM apTPUTE, XpOHUUYECKOM JuMmdoeiikose, mumpomax. MHorma
JAHHBIA CUHAPOM SIBIISCTCS MEPBBIM MPU3HAKOM IEPEUMCIICHHBIX 3a00neBanuii. [Tpu
UIUOMATUYECKON (popmMe reMosin3 U TPOMOOITUTOTIEHUIO CBSI3aTh ¢ KAKUM-JIH00 3a00-
JeBaHueM He ynaercs. B Mexanusme pa3Butusi cunapoma duinepa-OBaHca UMEET
3HAYCHHE MTOBBIIIICHHOE Pa3pyIIeHUE SPUTPOIUTOB U TPOMOOIIMTOB B CBSI3H C (hUKCa-
IMeH Ha UX MOBEPXHOCTH OCIIKOB MMMYHOTJIOOYJIMHOBOM MPHUPOILI — ayTOAHTUTEI.
OHu crneruUIecKr CBSA3BIBAIOTCS C PE3yC-aHTUTCHAMHU KJICTOK KPOBH, a B HEKOTO-
PBIX CIy4asiX HaIpaBJICHbI IPOTHUB AHTUTEHOB APYTUX CUCTEM. Pa3pyiieHue 3putpo-
IIUTOB ¥ TPOMOOIIUTOB MPOUCXOJIUT B CEJIE3CHKE, TIEYEHN U KOCTHOM Mo3Te. B cBs3u
C 3TUM HaOJIOJIa€TCsl YBEIMYEHUE B KOCTHOM MO3T€ SPUTPOUIHBIX KICTOK U MEraka-
PHUOLIUTOB.

Knuanyeckas kapTuHa 3TOW MATOJOTHU COCTOUT U3 TE€MOJUTHYECKOW JKENTY-
XU, aHEMHUYECKOT0 CUHAPOMA PA3JIUNYHON CTEIECHU TSHXKECTH, TEMOPPAarndyeCcKoro CuH-
JpoMa MO TMEeTEeXUaJbHO-MIATHUCTOMY TUMy. JlabopaTopHbIe MPOSIBICHUS XapaKTepH-
3YIOTCS BBICOKMM PETHUKYJIOIMTO30M M HEMpsIMOM THUIEepOMIMpyOHHEMHUEH, codeTa-
IOIIUMHUCS ¢ TpoMOonmToneHue. bone3sHp HauMHaeTcs mocTteneHHo. [losBistorcs
MEeTeXHH Ha KOXKE€, SKXUMO3bl (OOIIMPHBIE KPOBOMBIUSHUS B KOXY WM CIU3UCTHIC
000JI0YKH ), KPOBOU3JIUSHUS B CIU3UCTYIO PTa, KOHBIOHKTUBY, OTMEUYAIOTCSI HOCOBbBIE
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U MaTOYHbBIE KPOBOTEUYCHHs CIa0OCTh, OJIBIIIKA, KeNTyxa. [ eMopparndeckuii cuH-
JIPOM TIPEAMISCTBYET TOSBICHUIO KIMHUYECKUX M JIAOOPATOPHBIX MPU3HAKOB HM-
MYHHOTO TeMoju3a. MIHoT1a aHeMust 1 TPOMOOIIUTOTICHUS TTOSBIISIIOTCS OJHOBPEMEH-
HO. TPOMOOITUTOTICHHSI MOXKET Pa3BUTHCS Yepe3 HECKOJBKO JIET MOCie YAAICHUS Ce-
JIC3CHKH, TPOU3BEACHHOTO IO IMOBOAY AYTOMMMYHHOW TE€MOJUTHYECKOW aHEMUHU.
Jluarso3 cTaBUTCS HA OCHOBAaHUM KIIMHUYECKOW KapTHUHBI U MpsMoit poOsl KymOca,
MOATBEPXAAIOUIEH ayTOMMMYHHBIM XapakTep reMmonusza. OrpunarenbHas mpoda
KyMm0ca He nckitouaeT HaJMuue y OOJBHOTO MMMYHHOT'O T€MOJIH3a. YCTaHOBHTH
HaJIMYHUe TEMOJIM3a MOTYT OOHApYy)KEHHE IMOBBIIMICHHOTO COACPKaHUS B KPOBH PETH-
KYJIOIIUTOB, YKOPOUCHHUE KU3HU SPUTPOILIMTOB, YBEINUCHUE B KOCTHOM MO3T¢ KJIETOK
SPUTPOUIHOTO psina. [Ipu TpOMOOIIMTONICHUN B KOCTHOM MO3T€ yBEIMYMBACTCS KO-
JUYECTBO METaKapHOIMTOB C BSJIOW OTIIHYPOBKOW TPOMOOITUTOB, YTO yKa3bIBaeT Ha
TpOMOOTIMTONMN3. VIMMYHHBI XapakTep TPOMOOIMTONEHUU IOATBEPKIAET ONpeIe-
JICHUE UMMYHOTJI00YTHHOB Kiacca G Ha TOBEPXHOCTH TPOMOOITUTOB; MPU CHHIPOME
dunrepa-IBaHca X COJICP)KAHUE HA ITOBEPXHOCTH TPOMOOITUTOB TIOBBIIICHO.

Jleuenne u podriakTrka. [[pUMEHSIOT TIFOKOKOPTHKOUIHBIC TOPMOHBI B TEX
xe no3ax, uro u i geuenuss AUTIL [Ipu orcyreTBum 3¢ dekTa IPOBOIAT CIICHIK-
tomuio. Eciii 3TO He J1aeT 0XKUAaeMOro pe3yJibraTa, Ha3HA4YarT IUTOCTaTUKH (a3a-
TUOTIPUH, UKI0(GOCchaH, BUHKPUCTUH) COBMECTHO C TNIIOKOKOPTHKOUAAMH. Dddek-
TUBHO JiedeHue putykcumadboMm. [Ipu Tspkenoit aHemMuu moka3aHbl TpaHCy3uH OT-
MBITBIX JPUTPOLIMTOB OT HHIMBHUAYaJIbHO MOA00paHHOTO noHOpa. [lepenuBanue
TpoMOoOIUTapHON Macchl Hed(hPeKTUBHO U Aaxke omnacHo. [IpodunakTka 3akmoua-
€TCsl B MPEIOTBPAILICHUH PEIUANBOB I'eMOJIN3a U TPOMOOIIMTONIEHUH, OCOOEHHO TPHU
BUPYCHBIX 3a001eBaHusAX. BoJbHbBIE TOKHBI M30€TaTh WHCOJAIMY U TIpUeMa Ipemna-
paToB, OJOKUPYIOMIUX (YHKIIUIO TPOMOOLMTOB (CaIUIIUIIOBAs KUCIOTA, HECTEPOU/I-
HbIE€ MPOTUBOBOCTIAJIUTEIBHBIC MIPENapaThl U T.1.).

[IpuBoaMM CcOOCTBEHHOE HAOIOJCHUE COUYETAHUS AyTOMMMYHHOW TeMOJIUTH-
YeCKOW aHEeMHWU M ayTOMMMYHHOH TPOMOOIMTOICHUYECKONH ITypIypsl (CHHIPOM
®umepa-IBaHca).

bonvnou Y., 15 nem, ¢ anpene 1992 200a obpamuics Kk yuacmkogomy mepa-
neemy ¢ sHcanobamu Ha ciabocmo, ObLICMPYIO YMOMIAEMOCHb, HEOOMO2AHUE, 201080-
Kpyoicenue. M3 anamuesza yoanocs 6bIACHUMDb, YMO MeCAY HA3A0 OMMeUanocs OJiu-
meibHoe HOCOo80e KpogomeyeHue. B ananuzax Kpogu 6vis6ieHa cunoXpoMHas aHemMus
U OONILHOU HANPABIEH HA KOHCYIbMAYUIO K 2eMAMOJIo2y ¢ OUACHO30M: NOCM2eMOpPPa-
euyeckas anemus, cpeouetl cmenenu maxcecmu. Ilpu ocmompe cemamonoe oopamun
BHUMAHUE HA HCEIMYUIHYIO OKDACKY KOHCHO20 NOKpo8a. I emoppazuieckoeo cunopo-
Ma Ha Kodice U BUOUMBIX CAUSUCIBIX 8blsigleH0 He ObLio. [leuensb u cenezenka ne yge-
auensl. Knunuveckuti ananus kposu.: 2emoznobun - 972/, spumpoyumsr 2,9 x10%/1,
pemurynoyumoi-58%a, mpomboyumur-160x10%1, retikoyumei-5,2x10° /1, CO3 — 48
MM 8 yac. B buoxumuueckom ananuze Kpoeu ommeyeHo nogviuieHue ounupyouna 3a
cuem Henpsamou ¢ppaxyuu-30,8-2,0-28,8mxm/n. Ha ocrhosanuu smux 0anuwix Obil 8bl-
cmasien OudazHo3 aymouMMYHHOU cemonumuyeckou avemuu (AMI'A) u 6onvHOU
Hanpasien 6 2emamonocuyeckoe omoenenue ooaacmuou 00abHuYybl. B cmayuonape
ObLIU BbINONHEHBL Clledyiowue 00C1e008aHUSL, NOOMBEPIHCOAIOUUE OCHOBHOU OUACHO3:!
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npoba Kymbca npamas u nenpamas - noaoicumenvhsvle, OCMOMU4EeCcKas pe3ucmeHnn-
HOCMb d9pUMpOYUmMos 8 Hopme, NoKA3ameab chepudHocmu Ipumpoyumos-3,5; auna-
JU3 MOYU HA 2eMOCUOEPUH U CBOOOOHBIU 2eMO2I00UH-OMPUYAMETbHBIU, AHATU3
IPUMPOYUMOSPAMMbL - AHUZOYUINO3 CMEWAHHbIU, notuKuroyumos. Takum obpaszom,
NOOMBEePIHCOeH AyMOUMMYHHbIL XAPAKMep 2eMOaU3A U UCKAI0UeHbl HACIe0CMBeHHble
eemonumuyeckue anemuu. Ilocne nposedennozo nevenus (npeonu3o010H  0ose 30 me-
6 mabnremok 6 cymku, mparHc@ysuu OmmulmslX dIPUMPOYUMOE OM UHOUBUOYATILHO
no00OPAHHO20 O0OHOPA, CUMRMOMAMUYECKAs Mepanus) 2emonu3 Ovll KYNuposeaH,
OONbHOU 8LINUCAH OOMOU 8 YO081eMEOPUMENILHOM COCTNOAHUU.

3a nepuoo c 1992 no 1995 200vi y 6oavnoco Y. 0sadcObl ommeuanucw
obocmpenusi AUT'A. B anpene 1995 200a na ¢one pemuccuu AUI'A na xooce no-
ABUJICSL BbIPANCEHHBIU ceMoppazuyecKutl cunopom. bonvnou cman ommeuams Kpogo-
MOYUBOCMb 0eceH, HOCo8ble KpogomeyeHus. Knunuueckuii ananus xposu: 2emoeno-
6un-123 2/n, spumpoyumei-3,9x10"%/n,  neiikoyumor-1,4x10%1, mpomboyumer -
30 ><109/Jz, pemuxynoyumuol-15%s, COI - 59mum 6 uac. ¥V 6orvH020 ObLIA OUACHOCIU-
posana aymoummyHuas mpomboyumonenudeckasa nypnypa (AUTII). [locre npoge-
0eHHO020 nedeHus (NPeoHU30a0H 8 0oze 60 me - 12 mabremoxk 8 cymxu, CUMNMOMA-
muyeckas mepanus) 2emMoppacuteckuli CUHOpOM Obll KYNUPOBAH, KOJIUYECHBO
mpomboyumos nopmanuzosanocs (150x10%1). 3a nepuood ¢ 1995 no 1999 20061 om-
MeueHo HecKOIbKo obocmpenuli 3abonesanus. Yawe 3mo nposasisanocs peyuousom
eemonusa, pexce cumnmomamu AUTII. C 1996 cooa 6o spems obocmpenuii AUT'A
ommeuanocy ygeauueHue nedenu u cenezenku. C nayuenmom noCmosHHO NPOBOOU-
JUCH becedvl 0 HeOOXOOUMOCMU BbINOJIHEHUSL CHAEHIKMOMUU, HO OH OMKA3bIBAICS.

22 aseycma 1999 2co0a bonvHotl ObII DOcmasier 8 2emamoiocuyecKoe omoese-
Hue 061acmuoU OONbHUYbL 8 MadceloM cocmosanuu. Ha momenm ocmompa npeovss-
JISUL HCANI00bL HA CUTLHYIO C1AO0CMb, HedoMo2aHue, yuaujeHHoe cepoyeouerue, usme-
HeHUue OKPACKU KONHCHO20 NOKPO8A, TUXOPAOKY 00 39°C, memmwiii ysem mouu. Kooc-
HbILL NOKPOB U CKIIEPbl JCelmOo20 Y8ema, Ha KOdice YMEPEHHO BblpadCEeH 2eMoppazuye-
CKULL CUHOPOM - 2eMoppazull pa3iudHblX CPOKO8 0A8HOCMU. B neekux e3uxynapHoe
oviXaHue, Xpunvl He 8blCaYUUBANUCL. TOHbL cepoya epomKue, maxuxapous — 0o 130
y0apog 6 MUHymy, CUCMOIUYECKUU UYM 80 8CeX MOUKAX aycKyibmayuu. Apmepu-
anvroe oasnenue 90 u 40 mm pm.cm. Ileuenwv ysenuuena, evicmynaem na 10 cm u3-
nood kpas pebeproti oyeu. Huoicnuii nontoc cenesenku nanonuposaics Ha 8 cm Hudice
€601l pebeproti Oyeu. Kuunuveckuii ananus kposu: spumpoyumei - 1,14x10%/1, ze-
Moznobun-38 2/1, neiikoyumei-13,8x10%1, mpomboyumur-40 x10%, 1onvie-7%, mue-
noyumsl-4%, nanoukosioepuvie — 9%, ceemenmosoepnvie — 10%, aumgpoyumsi-10%,
COD — 90 mm 6 wac, pemuxynoyumsi - 68%o. Buoxumuueckutl ananu3 Kpogu: 2uoKo3a
- 5,1 mmonw/n, oowuii 6enok-592/n, cuanosas - 200, cyremosasn - 1,6, ounupyoun:
oowuii - 172,8; npsamoti - 34, nenpsmoii - 138,8 mxm/n, ACT-8,6, AJIT-9,8, chubpuno-
2en-6660 me/n, IITU - 100%, nakmamoeeudpoeunaza-582 2/n, kpeamunungpocgoxu-
Haza-444e/n. Ilpsmas npoba Kymbea - nonoscumenvras. Tecm Xema - crabonono-
arcumenvhsiil. Ocmomuueckas pezucmenmuocms spumpoyumos-0,42-0,26%. boab-
HOMY Oblll 8bICMasaeH OUuazHo3. cunHopom Duuiepa-36anca; OCIOHNCHEHUs - 2eMONU-
MUYeCKUll Kpu3, aHemus msajiceiou cmenenu, mpomooyumonenusl, 1eukemouoHas pe-
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axkyus muenouonozo muna. llposoounace mepanus 2eMOIUMULECKO20 KpuUsd - npeo-
HU30I0H U3 pacuema 2me Ha I ke maccvl mena, 0e3UHMOKCUKAYUOHHASL Mepanus,
Mpancoy3us ommMulmulX IPUMPOYUMOE OM  UHOUBUOYATLHO NOO0OPAHO20 OOHOPA.
T'emonumuueckuui kpus o6vi1 Kynupogan uepes 7-10 Oueli om Hauana 20pMOHANIbHOU
mepanuu. OOHAKO NOIHOCMbIO HOPMATUAYUS 8CEX KIUHUUECKUX U OUOXUMUYECKUX
nokazameineti Kpogu HACmynuia monvko uepes 1 mecay. Ilocne amozo 6orbHomy Obl-
714 8bINOJIHEHA CNAEHIKMOMUSL.

Peyuoueos AUI'A u AUTII nocne cnaenskmomuu Ha npomsaxceruu 14 jem He
ovino. B nacmoswee epems camoyyscmeue 601bH020 y0oosnemeopumenvHoe. Koowc-
HbIl NOKPO8 U cKaepbl 00b1yHOoU okpacku. CoxpaHnsemcs yMepeHHas 2enamome2anusl.
Knunuueckuti ananuz kposu: 2emoznobun - 140 2/1, spumpoyumer - 4,09x10%2/1,
aetikoyumul - 5x10%1, mpomGoyumei - 320x10%1, COD- 14 mm 6 uac, nanouxosdep-
Hole - 5%, ceemenmosdeprvle - 10%, s03unogunvt - 3%, rumpoyumor - 22%, pemu-
kynoyumsl - 6%o. Bunupyoun: obwuil - 5,6, npamoi - 1,4; nenpsamoti - 4,2mxm/n.

AmiacTuyeckass aHeMus.

[Tpumepom 3abo0seBaHMs TPOTEKAIOIIETO C TPOMOOIUTONIEHHEH, KOTOpasi 00y-
CJIOBJIEHHA HEJAOCTATOYHOU BBHIPAOOTKOW TPOMOOIIMTOB B KOCTHOM MO3r€, SBISETCS
artactudeckas aHemMust (AA). AA — 3abolsieBaHue, XapakTepU3YOIIeecss TTyOoKoM
NaHIIUTOTICHUEN U HEIOCTATOYHOCTHIO KOCTHOMO3TOBOTO KPOBETBOPEHUS, 00YCIIOB-
JICHHOW pa3BUTHEM aIjia3uu KocTtHoro mosra (Muxaitnosa E.A., 2012). AA retepo-
reHHoe 3a0oJieBaHNe, O0BEAUHSIIONIEE alljIa3ud KPOBETBOPEHHUS C PA3IMYHBIMU ITHO-
JIOTUYECKUMU U TAaTOTCHETHUYECKUMHU MexaHu3MaMmu. OObEeIUHSAIOT 3TH arjacTh4e-
CKH€ CHHJIPOMBI B €IMHYIO TPYIIIY CXOJHbIE KIMHUYECKUE MTPU3HAKHU, MOpdooruye-
CKasg M THCTOJOTMYecKas KapTHHA KPOBH M KOCTHOTO Mo3ra (AGmynkanbipoB K.M.,
becemensiies C.C., 1995; Muxaiinosa E.A., 2002).

Paznuuator HacienctBeHHble u npuoOpeTeHHbie AA. IlepBbie BcTpeuaroTcs
ropaszno pexe. K Hum otHocsaTcss — anemust @aHkoHu (HaclencTBeHHass AA codera-
IOIAsICSL C PAa3IMYHBIMU BPOKJIECHHBIMU ypoOJIcTBamMu) U aHemusi Jlameneka (Hacnen-
ctBeHHass AA 0e3 BpoxaeHHBIX neddexroB). Ouenb cxoxee ¢ AA 3aboneBaHue —
9TO mapuuaibHas KpacHokieTouHas aruasusi (IIKKA), kotopas MoxeT ObITh IPHUO0-
pPETEHHOM (Y4acTO MpHU OMYXOJHM TUMYCA), U BPOXKACHHOM, COMPOBOXKAAIOIIEIICS MHO-
xecTBeHHbIMU (Qusnueckumu Hepoctatkamu (IIKKA J[laiimonna-bnekdena). Ha
HavasbHbIX 3Tanax [IKKA umeeT MecTo TOJNBKO TsKeasi aHEMUs, HA MO3JHUX ATa-
rax NPUCOEIUHIETCS TPOMOOIIUTONEHUS U TEMOPPAruueCKuil CUHIPOM.

OnHako 3TO Bce O4YEHB pefiKasi maTojiorus. ['opa3no yamie Bpauu BCTPEUAOTCS
¢ npuobpereHHaHOW AA. B03MOXHBIMH 3THOJIOTHYECKUMHU (HAKTOpaMU Pa3BUTHS
AA cuuntatorcsi: 1) xumudeckue pakTopsl — OEH30J, HEOPTaHUYECKUE COCAUHEHUS
MBIIIbSIKA, STUJIMPOBAHHBIN OCH3UH, TSAXKEIble METAJUIbI (PTYTh, BUCMYT U JIP.), XJO-
pOpraHUYECKUE COCAMHEHUS, MHCEKTULIMIbI, MECTUIUABL, 2) HOHU3UPYIOIIas pajaua-
1M U PEHTT€HOBCKOE M3Ny4eHUE; 3) JIE€KApCTBEHHBIE CPEACTBA — IIUTOCTATUKH, PSI]
AHTUOMOTUKOB (CTPENTOMUIIMH U JIp.), CyJib(paHUIAMUJIbI, HECTEPOUIHBIE MPOTUBO-
BOCIAJIUTENbHBIE CPEJICTBA, Mpemnaparbl COAEp Kalllie aHaJbI'MH, MEPKA30JIMI, TMpe-
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napathl 30JI0Ta, TPOTUBOCYIOPOKHBIE CPENICTBA U T.J.; 4) UHPEKIIMOHHBIE areHThl —
BUPYCHI (MH(PEKIIMOHHOTO MOHOHYKJIE03a, renaruta, JdnmreiHa-bapp, rpunna, mu-
TOMETaJIOBUPYCHI, UMMYHOJIE(UIIMTA YEJIOBEKA, repreca, SMUAEMUYECKOro MapoTUTa
U T.A.), MUKOOakTepuu TyOepkynésa, rpudbl; 5) 3abosieBaHUsI UMMYHHOIO T'€HE3a.
OnHako B OOJIBIIMHCTBE CIIY4aeB YCTAaHOBHUTH ATUOJIOTUUECKUN (aKTOp, MPUBEIITUN
K pa3BUTHIO 3a00JIEBaHUsI, HE MPEJCTABIISICTCS BO3MOXHBIM. B Takol cuTyanuu
CTaBUTCA AUArHO3 UANONATUYECKON AA.

B maroreneze AA BBIIEISIOT OCHOBHBIE MATOTCHETHYECKHE MEXaHU3MBI: 1)
MOpaXKEHUE TMOJUIOTEHTHOW CTBOJOBOM T€MOIOATUYECKOM KIETKHU; 2) MOpakKeHue
KJIETOYHOTO MUKPOOKPYKEHUSI CTBOJIOBOM KPOBETBOPHOU KJIETKU M OMOCPEIOBAHHOE
HapylieHne e€ (QyHKuuH; 3) UMMYHHas Jenpeccus KpoBeTBopeHus. B HacTosiee
BpEMs CUMTAETCS, YTO BEAYIAs POJib B PA3BUTHHU aIlIa3UuM KPOBETBOPEHHUS MPUHA/I-
JICKUT HAPYIIEHUIO IMTOKUHOBOM PEryNsilIMM KpOBETBOpeHUs. JloKa3aHO yyacTue B
pa3BuUTUU 3a00J€BaHUSl PA3IUYHBIX cyOomomyssiiui T—numdonuToB, 001agarONIUX
CITOCOOHOCTBIO PETYJIMPOBATH TE€MOIIO33 OTIOCPEIOBAHHO Yepe3 CUCTEMY JTUMQOKH-
HOB, KOTOpPbI€ OKa3bIBAIOT MHTHOMPYIOIIEE WM UHIYKTOPHOE BO3JICUCTBHE HA KPO-
BeTBopenue (Maciejewski J.P., et al., 2005; Young N.S., 2002; Young N.S., et al.,
1996, 2008).

KimHndeckas kapTUHA U TMarHOCTUKA AINIACTUYECKON aHEMHH.

Kinnandeckas kaptuHa AA ckiagpIBaeTcsa U3 TPEX OCHOBHBIX CUHIPOMOB:

1. aHemuyeckoro, BCJIEICTBUE PA3BUTHUS aHEMUH;

2. TeMOpparnyecKoro, BCIEACTBUE Pa3BUTHS TPOMOOIMTOIICHUY;

3. MH(EKIUOHHO — CENTHYECKOT0, BCJIEACTBUE PA3BUTHUsSI HEHUTPOIECHUU WIIU

arpaHysIoIuTOo3a.

K nposiBneHusSIM aHEeMHYECKOTO CHHApPOMA OTHOCATCSA: OJIETHOCTh KOXKHOTO
MOKPOBa, CIa00CTh, OJBINIKA, TAXUKAPAUS, MTOBBIIICHHAS YTOMIISIEMOCTh, HHOTAA T'H-
NOTOHHUSI, CACTOJIMYECKUI IYM BO BCEX TOUKAX ayCKYJIbTallUH CEPLIA U T.[I.

[IposiBieHHs] TeMOPPAruIecKoro CHHAPOMAa MOTYT OBITh Pa3TUYHBIMU OT He-
OOJBIINX TMOJKOXHBIX U BHYTPUKOKHBIX KPOBOMZIMSHUN 10 TSKEJBIX MOJIOCTHBIX
(OKeITyJOYHO-KHIIICYHBIX, MATOYHBIX, IOYCYHBIX) KPOBOTCUCHHUH. Y OONBHBIX AA, Ja-
CTO B MECTaX BHYTPUMBIIICUHBIX U MOJAKOXHBIX UHBEKIINI 00pa3yroTcsi, OoOmupHBIC
reMaTOMBbI, IOATOMY BCE IMpernapaTthl HEOOXOJUMO BBOJIUTH BHYTpUBEHHO. I emoppa-
rUYecKasi ChIlb JOKAIU3YETCs, MPEXAe BCET0 Ha TOJEHAX, OEmpax, )KUBOTE, HHOTIA
Ha juue. KpoBou3nusiHusg B KOHbIOHKTUBY, CIM3HUCTYIO0 OOOJOUYKY MOJIOCTH pTa SB-
JSAKOTCA TPEBOXHBIMA CHMITOMAMH, KOTOPBIE CBHJAECTEINBCTBYIOT O BO3MOXXHOCTH
KPOBOM3JIUSIHUSA B TOJIOBHOM MO3r. MOryT MMETh MECTO JECHEBBIE KPOBOTEYECHMUS,
KPOBOM3JIUSIHUA B CKIIEPHI, IMIa3HOE NHO. [Ipu TSXETOM M OYEHB TSKEIOM TECYEHUHU
AA y G0IBHBIX pa3BUBAIOTCS MPOQY3HBIE HOCOBHIE, JKEMYI0YHO-KUIICUHbIE, MTOYeY-
Hble, OpOHXOJIErOUHbIE KPOBOTEUYEHHUA. Y KEHIIUH MEHCTPYalluh COMPOBOXKIAIOTCS
JUTUTENIbHBIMU U OOMJIBHBIMU MATOYHBIMU KpOBOTeUeHUsIMU. KpoBouznusiHue B ro-
JIOBHOM MO3T MOXKET SIBUTHCS PUUUHON CMEPTU OOJIBHOTO ¢ AA.

Ha ¢one rpanynouutonenuu y O00abHbIX AA 4acTO MPUCOEAUHSIOTCS pas-
JTUYHbIE UH(PEKIIUOHHBIE OCJIOKHEHUS OT JIOKAJIbHBIX BOCTIAIUTEIBHBIX TPOIECCOB 110
IMHEBMOHHU U CETICHCA PA3JIUYHON 3TUOJIOTUU.
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[Ipu maronaTuyecKkon amjaacTUYECKOM aHEMUU cele3€HKa, MeueHb, TuMpaTu-
YECKHE Y3JIbl HE YBEIIUUUBAIOTCS.

B kinuHMYecKOM aHalN3e KPOBU BBISBISIOTCSA: aHEMHS, Pa3IMYHON CTENEHU
TSDKECTU, Yallle HOPMOXPOMHAs, PETUKYJIOIUTONECHUS;, JICHKONEHUs; TPAHYJIOLUTO-
MIEHUsI; OTHOCUTENBHBIN TUM(OUNTO3 (32 CUET CHMKEHHUS KOJIMYECTBA T'paHyJIOIU-
TOB); TPOMOOLUTOIICHUSI.

B wMuenorpamMe y mamueHTOB C amlacTUYECKOW AaHEMHENM OTMEYaercs:
YMEHBIIICHUE KOJIUYECTBA MHUEIOKAPUOIIMTOB, BBIPAXKEHHOE YMEHBIICHUE KIIETOK
APUTPOUHOTO U TPAHYJIOIUTAPHOTO PSIAOB, 3HAYUTEIHHOE CHI)KEHUE KOJIUYECTBA
MerakapuouutoB. OueHb YacTO MPU CTEPHAIBHOM MYHKIUHM TOJYyYarOT «IIyCTOM
NyHKTAT», €CJIM MPU MyHKIUH WUTJIOW TMOMaJd B OMYCTOIIEHHBIH y4acTOK KOCTHOTO
MO3Ta C MOJHBIM KHPOBBIM 3aMEIEHUEM.

JluarHo3 amiacTUueCKo aHEMHUHM MOKET OBITh YCTAHOBJICH TOJIBKO TOCJIE TH-
CTOJIOTMYECKOT'0 MCCJIE0BaHUsI KOCTHOTO MO3Ta METOJ0M TpermaHoOuoricuu. B Tpe-
naHoOMOoNTaTe OTMEUAeTCs 3HAYUTEIbHOE NpeolajaHre KUPOBOM TKaHU HAI Jes-
TEIbHBIM KOCTHBIM MO3rOM. [Ipu 3TOM HEOOXOIMMO HCKIIOYUTH BCE 3a00JIeBaHUS,
IIPU KOTOPBIX BO3MOXKHO Pa3BUTHE BTOPUUHON aIIaCTUYCCKOW aHEMHH WU CUHAPO-
Ma arjia3uu KPOBETBOPEHMsI: CUCTEMHAasl KpacHasi BOJYaHKA U JIPYTUE KOJUIAreHO3bl,
MUJIHAPHBIN TyOepKyJ€3, XPOHUUECKUM TeNaTUT U ApYyriue BUPYCHbIE MHPEKIINU, Me-
TaCTa3UPYIOIINE COJIMIHBIE OMYXOJH, MAapOKCHU3MallbHasg HOYHAs TeMOTJIOONHYpPHS,
OCTpBIH JIEHKO3, 37I0KayecTBEHHbIE TuMpomnponudepatuBabie 3a0oneBanus (Muxaii-
noBa E.A., 2002, 2005).

B 3aBUCHMOCTH OT BBIPaKEHHOCTH TPOMOOILIMTONEHUU U TPaHyJIOIUTOTICHUH
BBIJICIISIIOT HETSDKENbIE, TSOKENBIe W Oo4eHb TshkEnble GopmMbl AA (AOTyNKaabIpoB
K.M., becemensiies C.C., 1995; Muxaitnosa E.A., 2002, 2005).

Tsxénas annacTuyeckass aHeMHUS:

- rpanynonurtornenus — 0,2-0,5x 10%n

- TpomOoruTonieHuss — < 20,0% 10%n
Ouenb TsKENAs amiacTUYeCKass aHEMUSA:

- rpanymoruromneHus — <0,2x10%/1

- TpomboumToneHns — < 20,0%10%/1

AA — 0JTHO U3 CaMBbIX CEphE3HBIX TEMATOJIOTHICCKHUX 3a0oeBannid. Jlo Havana
UCIIOJIb30BaHUsl B JICUEHHUH AA COBPEMEHHBIX IMPENapaToB MMMYHOCYIPECCHBHOTO
JEHUCTBUS, OOJTBITMHCTBO OONMBHBIX OTHOATN B TEYCHHE HEMPOJIODKUTEIBHOTO Bpe-
MEHHM OT MOMEHTa MMOCTAaHOBKM Auartosa. HemocpencTBEeHHbBIMU MIPUYMHAMU CMEPTH
OONBHBIX B OOJBITMHCTBE CIY4YaeB SBISUINCH KPOBOMBIUSHAE B MO3T, BBIPAKCHHBIC
MOJIOCTHBIC KPOBOTEUYEHHSI, CETICHC M Ipyrue WH(EKITMOHHBIE OCIOKHEHHUSI.

JleueHne annacTUYECKOW aHEMUH.

AJJIOreHHasi TpaHCIUIAHTAlMs KOCTHOTO MO3ra MPOBOAUTCS OOJIBHBIM C TSKE-
JBIM U OYEHb TSDKENBIM TeueHHeM AA B MOJIOJIOM BO3pacTe MPHU HAIMYUU THCTOCOB-
MECTUMOT'0 JOHOpA. DTOT METOJ JICUCHHUS MO3BOJISIET TOOUTHCS S-JE€THEH BBDKHUBAE-
MocT y 72% OGonbHbIx (Bacigalupo A.A., 2000). K coskaneHnio, O4YeHb YacTo I'H-
CTOCOBMECTUMOTO JIOHOpa moo0parh He ynaérca (AOmynkaneipoB K.M., beccmens-
nes C.C., 1995; Muxaiinosa E.A., 2005; Bacigalupo A.A., 2000).
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NMmyHOCyTipeccuBHasE Tepamnusi B HACTOSIIIEEe BpEMs SIBIISETCS Tepanueil BbI-
6opa s OonbiinHcTBa 00bHBIX AA. Hanbonee 3¢ (ekTUBHBIM IpenapaTtoM HM-
MYHOCYNPECCUBHOIO  JCHCTBHS  OKas3ajicid aHTUIUMQOLIMTapHBIA/aHTUTUMOIIH-
tapablii r100ynuH — AJII/ATI. Opnako y 40 — 50% Oo0nbHBIX NpPUMEHEHHE
AJIT/ATT oka3zbiBaetcs HeahhekTUBHBIM, a ¥ 30% OOIBHBIX, EPBOHAYAIBHO OTBE-
TUBIIIKX Ha JIEUEHUE, B TeUeHUE nocieayronmx 10 Jet pa3BuBaeTcs peuauB 3adole-
Banus (MuxaitnoBa E.A., 2002; 2005; Macuan A.A., u coasr., 2007; Bacigalupo A.,
2000). Huxmocnopun A (LIcA) MOXeT OKa3bIBaTh MOJOXKHUTEILHOE BIMSHUE HA TeUe-
HUe 3a00JIeBaHUs y TIOJIOBUHBI TAIIMEHTOB, HE OTBeTUBINUX Ha jeueHue AJII/ATT, a
TaK e yIydllaeT pe3yJbTaThl TPAHCIUIAHTAIMA KOCTHOTO MO3ra, KOTrJa UCTOIb3yeT-
Csl B MOCTTPAHCIIAHTAIIMOHHOM TIEPHOJIE C LENbI0 TPOPUIAKTUKN PA3BUTHS BTOPHUY-
Hoit Oone3nu (Muxainosa E.A., 2002; 2005). 3HauuTeNbHO YIYUIIUTh PE3yJIbTAThI
nedeHus AA, OBBICUTh BEDKMBAEMOCTh ATUX OOJIbHBIX TTOMOTaeT KOMOMHUPOBAHHAS
ummyHocymnpeccuHas teparnus (Frickhofen N., 2000; Frickhofen N., et al., 2003;
Marsh J.C., 2000). E.A. MuxaiioBa ¥ JApyrue COTPYAHUKH I eMaToOIOrHYecKoro
Hayunoro Lentpa PAMH (aupextop: akagemuk PAH B.I'. CaBuenko) paspaboranu
nporpaMMy KOMOMHHPOBAaHHONW MMMYHOCYIIPECCUBHOM Tepamuu npu AA, BKIIOYa-
IOIIYI0 HEeCKOJIbKO 3TanoB (Muxaiinosa E.A., u coasr., 2003, 2008, 2012).

1-1 sman neuenus. IIpoTOKOI NPUMEHEHUs aHTUIMMQOLUTAPHOTO IIOOYINHA.
3a gBa AHS OO0 Hayala BBEACHHUS aHTHJIMM@OLMTAPHOTO TJI00YJIMHA Ha3HAYarOT
mudmrokan 200 mr/cytku, munpodaokcanud 250 mr/cytku per 0S wim Huzopan 200
MT/cyTKHd U Oucenton 960 mr 2 paza B CyTKH Per 0S ¥ NMPUHUMAIOTCS B TeYCHUE 3
Hezelb; npeaHu3oioH 30 Mr B cyTku Per 0S. JleyeHune mpoBOAUTCS B OJTHOMECTHOM
nanate B TedeHue 21-30 gueit. Ilepen BBenennem AJII/ATI mpoBepsieTcs WHIUBU-
IyanbHas YyBCTBUTEIBHOCTH OOJBHOTO K O€JKy C MOMOIIBIO JIBYKPATHON BHYTpH-
KOXXHOUM TIPOOBI C TPOTHBOCTOJIOHSYHON CHIBOPOTKOM.

ExenneBHO B TeueHune 5 gHEH BBOAMTCS aHTHIIMMGOIUTAPHBINA TIIOOYIHH IO
20 Mr/Kr mMacchl Tena B/B KalleJbHO B TeUeHHMM 12 4acoB (CyTOYHas J03a Iperapara
BBojuTcs Ha 1200 — 1600 mMi1 hU3MOIOTHYECKOTO pacTBOpa HATPHS XJIOpHJIA), TIPEI-
HU30J10H 60 MI' 1 aHTUTUCTAMUHHBIEC TIPETAPaThl B/B KaNeIbHO 2 P/CYTKH (110 ¥ TIOCIIe
AHTIIIUMQOIMTAPHOTO TIOOYIMHA); €KETHEBHO MPHU YPOBHE TPOMOOIIMTOB MEHEE
20x10%n u pY HATUYWW TEMOPPArnuecKoro CHHIpOMa BBOAUTCS TpoMOomacca; mpu
remorigooune menee 80 T/m BBOAUTCS HpuTpomuTapHas Macca. Kypc Ttepamuu
AJIT/ATT y 60npHBIX ¢ MHGEKIIMOHHBIMU OCIIOKHCHHUSIMU B aHAMHE3€ MTPOBOJIAT Ha
¢oHE BHYTPUBEHHOTO BBEICHHSI aHTHOUOTHKOB.

C 15 nns Kypca Tepanuu MPOBOJAUTCS MOCTEIIEHHOE CHMKEHUE CYTOYHOM JT03BI
MPEAHU30JI0HA TPU OTCYTCTBUM WJIM TOCJIE MCUE3HOBEHUSI CUMITOMOB ChIBOPOTOY-
Hoit Oone3nu. Ha 28 - 30 mHu Kypca — oTMeHa ITpeTHU30JI0HA.

[IpoTokos npuMenenus uukiaocnopuna A (LIcA).

IIcA na3Hauyaetcs yepes 2 Heaenu (BO3MOKHO OJHOBPEMEHHO C aHTUINM(O-
LIUTAPHBIM [JIOOYJIMHOM) MOCE Kypca aHTUIUM(OLMUTAPHOrO TII00YJINHA WM CIUIe-
HAKTOMHHU (B CIydasix, €CJIM OmNepalusi MpUMEHSETCS Ha MePBOM dTarie JICUCHUS U3-3a
Henepenocumoctu AJIT/ATI). IlepBonauanbhast no3za LlcA — 10mr/kr/cytku. B
JadbHEHIIEM 71032 KOPPUTHPYETCS B 3aBUCUMOCTH OT WHJUBHUAYaJIbHOU MEPEHOCH-
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MocTH npenapaTta. CpeaHssi CyToO4YHasl J03a Ha MPOTSHKEHUHM Kypca jJedeHus — 4-5
MI/KT Macchl Tena. [IpogomKuTenbHOCTh Kypca Tepanuu He MeHee 18 MecsIes.

2-1i sman neyenusi. CIUIEHIKTOMUS UK TTOBTOPHBIE KypChl aHTHIIMMOIIUTAP-
HOTO TJIOOYJIMHA BKJIIOYAIOT B MPOTPaMMy JieUeHHUs OOJIbHBIX, HE OTBETHUBIIUX MWIN
OTBETUBILIMX HEJOCTATOYHO aKTUBHO HA MPEAIIECCTBYIONIYIO TEpANuUI0 Ha 3-6 mMecsie
neuenns (MuxaitnoBa E.A., u coast. 2006, 2012).

JInmpouutadepes MpoBOAUTCS B CiydasX HEAOCTATOUHOU A(HPEKTUBHOCTHU
MMMYyHOCYIIpecCuBHON Tepanuu. Kypc nedenust Bkitodaet 5-7 ceancoB (1-2 pasa B
HEJICITIO).

['emopparnyeckuii CUHAPOM JTOKEH OBITh KynmupoBaH 10 JieueHust AJII/ATL
u cruieHdkToMuu. [IcCA MoxeT ObITh Ha3HAUEH MapaJiebHO C 3aMECTUTENILHOUM Te-
pamnueil JoHOpCcKUMHU TpoMOoruTtamu. [Ipyu Hanuuuu WHQPEKIIMOHHOTO areHTa W Jiu-
XOpaJIKA MPOBEJACHUIO MPOTOKOJIA TOJKHA MPEIIIECTBOBATh MHTEHCUBHASI TPOTUBO-
BocrnanuTenbHas Tepanusi (BunorpamoBa MA, u coast., 2007; KnsicoBa I'.A., u co-
aBT., 2007). IIpoTuBONOKa3aHUEM K IPOBEICHUI0 MMMYHOCYIIPECCUBHON Teparuu
SBJISIIOTCS. TSDKENbIE COMaTUYecKue 3a00JIeBaHUsI, COMPOBOXKAAIONINECS CepAeYHO-
COCYJIUCTOM, TTOUYEUHOH, MEUEHOUHOM, IBIXaTeIbHON HEeI0CTATOYHOCTRI0. (Muxaio-
Ba E.A., 2012).

[IsaTuneTHss 001Iast BBIKMBAEMOCTh OOJBHBIX TSIKEIBIMU U HETSHKENBIMU AA,
MOJIy4aBIIMX MpOorpaMMHYI0 Tepanuto no npotokoiay I'HI[ PAMH, cocraBnser 60 u
90% COOTBETCTBEHHO, a Oe3pelyuauBHAs BRDKHBAEMOCTh 73% HE3aBHCHUMO OT TSDKe-
ctu 6one3nu (Muxainosa E.A., 2012).

OCHOBHBIE OCJIOKHEHHUS Tepaluyd aHTUIUM(OUUTAPHBIM TIO0YIMHOM: ajljiep-
rUYecKre M aHa(PWIAKTUYECKHE PEAKIMHW BO BpeMsi BBEJICHUS Iperapara, ChIBOPO-
TOYHasi 00JIE3Hb, THUIMEPTOHUS, AMIWICTITUIYECKHE CYJOPOTH, UMMYyHHAasi TPOMOOITUTO-
NEHUS,, UIMMYHHAasl TeMOJUTHYECKasi aHeMHUsl, THPEKIIMOHHBIE OCII0KHEHHUS, YCUICHHUE
reMOpPpParnyecKoro CUHAPOMA.

OcHoBHbIe ociioxHeHus1 Tepanuu [IcA: HepOTOKCHYHOCTD (TIOBBIIICHUE CO-
JIEp>KaHus B CBIBOPOTKE KPEaTHHUHA U MOYEBHHBI, TIOSIBIICHUE TIEPUPEPHICSCKUX OTE-
KOB, OJIUTOYpHsI), TUNEPOMINPYOUHEMHs, TOBBIINICHWE AapTEPUATHHOTO JTABICHUS
(rumoMarHuemusi), TUMEPKAIUEMUs], TUIIEpIUIa3usl AECEH, TPEMOP, MapecTe3nH, IH-
nedanonaTus, alJIepPruIecKrue peakiuu.

IIpu AA HenonycTrMa JIMTEIbHAS MOHOTEPANHUS TIIOKOKOPTUKOUIAMHU, TO-
CKOJIbKY Takasli TaKTHUKa CIIOCOOCTBYET PA3BUTHIO TSXKENBIX OCJIOXKHEHHH, MpernsT-
CTBYIOIIMX MPOBEACHUIO MONHOLIEHHON Tepanuu (MuxaitnoBa E.A., 2002, 2005,
2012).

CumnTomaTuyeckass Tepanusi arjacTUYeCKO aHEMUHU 3aKI0UeTCs B 3aMECTH-
TENBHBIX TPaHCPY3USAX IPUTPOLUUTOB U TPOMOOIUTOB, JICUCHUU M TPOQHUIAKTHKE
MH(EKIMOHHBIX OCIOKHEHUMN, Y TAIUEHTOB C MPOIOIKUTEIBHBIM TPaHC(Y3UOHHBIM
aHAMHE30M BKJIIOUEHHE B JIEUEOHYIO MPOTPAMMY XEJIATOPHOM Tepanuu U T.1.

I'mnonaa3zus MErakKapuounuTapHoOro pocrKka
BCJICACTBHUC MeI[l/IKaMeHTOIiHOﬁ HHTOKCHKAaIINHN
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MHorue JIEKapCTBEHHBIE CPEACTBA MOTYT BBI3bIBATH TMIIOIUIA3UI0 KOCTHOIO
MO3ra U pa3BuTue TpoMbOouuToneHnu. Hamnbosnee yacto MegukaMeHTO3Hast TpoMOO-
LUTONEHUSI 00YCJIOBJICHA JIEUEHUEM JIEBOMHUIIETHHOM, IIUTOCTaTUYECKUMH Ipenapa-
TaMH, aHTUTUPEOUIHBIMU CPEACTBAMHU, IIpErapaTamMu 30J10Ta. MeXaHu3Mbl peIyKLHUU
METrakapuoOLMTAPHOIO POCTKA M Pa3BUTUS TPOMOOLMTOINEHUU NPH JIEKAPCTBEHHOMH
MHTOKCUKAIIMK PA3IMYHbI — TUIIEPYYBCTBUTEIBHOCTh KOCTHOTO MO3ra (MAHOCUHKpa-
34l TIPH JICYEHUU JICBOMUIIETUHOM WJIM XJIOpaM(PEHUKOJIOM), YTHETatoulee IUTOTOK-
CUYECKOE JIEWCTBUE HAa KPOBETBOPHBIM KOCTHBIA MO3I (LUTOCTATUKH), PA3BUTHE UM-
MYHOJIOTMUECKHX peakuuil. M30uparenbHO NOJABISIOT MEraKapuoOLUTOII033 XJIOPTH-
a3uabl U CTPOTECHBI.

I'unonyiazusi MerakapuouUMTAPHOI0 POCTKA NMPH AJKOTr0JIbHONH MHTOKCUKAIUA

AJIKOTOJIb MOXET YTHETaTh MPOIYKIIUI0 TPOMOOIIMTOB U OBITh MIPHUNHOW pa3-
BUTHUSI YMEPEHHO BBIPAXKEHHON TpoMOonuToneHuu y ainkoroiankos (Cowan, 1980). ¥V
26% manueHTOB ¢ OCTPOH aTKOTOIHHON MHTOKCHKAITUEH KOIMYECTBO TPOMOOIIUTOB B
nepreprueckoil KpoBr cHIKaToch 10 100x10%/m u menee (Post, Desforges, 1968).
HmeroTcst Takke SKCIIEPUMEHTaIbHBIC JaHHBIC, CBHJICTEIBCTBYIONINE O CHIKEHUH
0] BIIMSTHUEM 3TaHOJIa KPyroo0opoTa U MPOJAOKUTEIIFHOCTH JKU3HUA TPOMOOITUTOB
u passutuu TpomoOoruronenun (Ryback, Desforges, 1970). KpoBoreuenus mipu an-
KOTOJIEHON TPOMOOIIMTONICHUH PEJIKH, MOCJIe PEeKpaIIeHus MpruéMa aaKorolisl depes
2-3 NHS HAYWMHAETCS TIOBBIIICHHWE KOJUYECTBA TPOMOOIIMTOB B KPOBH, KOTOPOE JIO-
CTHTaeT HOPMAJIBHOTO YPOBHS B TeUEHHE 2-3 Helelb. AJIKOTOJIb-MHIYIIUPOBAHHAS
TPOMOOITUTOIICHUST XapaKTEPHU3yeTCsl YCKOPCHHOW NeCTpyKIHUeHd TpPOMOOIIMTOB U
KOMITEHCATOPHBIM yBelndeHueM TpomOonurTonodsa (Sullivian, Adams, Liu, 1977).
PaGoramu Levine, Spivak, Meager, Sieber (1986) nokazaHo, 4To aqkorojb oKa3bIBa-
€T CBOE MEPBUYHOC BIMSHHAC HA CO3PEBAHME METAKaPHOIIMTOB B KOCTHOM MO3Te, 00Y-
cioByimBas HeADPEKTUBHBIN TPOMOOIIUTOI033. ONUCaHbI Cydan THKETON THIOILIIA-
3MM KOCTHOTO MO3ra Iocjie ymnoTpeOnaeHus O6onpmmx koiumdect ankorodsi (Nakao,
Harada, Kondo, 1991).

I'mnmonpoaudepauus u runonIasusg MerakapuoUMTAPHOro
pocTKa MHPEKIMOHHOIO reHe3a

Bupycnas ungexyusn. Tlpu BupycHONW HHGPEKIHH TPOMOOIUTONECHUS MOXKET
OBITH O0YyCIIOBJICHA Pa3NUYHBIMK (DaKTOpaMH: HapPYyIMIEHUEM MPOAYKIIUU TPOMOOIIH-
TOB BCJIEACTBUE MHBA3UM BUPYCOB B METrakapUOLMThI, TOKCHUYECKUM BIUSIHUEM BU-
PYCHBIX O€JIKOB Ha KJIETKHU-NPEIIIECTBEHHUIIBI TPOMOOLUTOINOA3a, pa3pylIEHUEM
HUPKYJIUPYIOIIUX TPOMOOIMTOB KaK HEMOCPEACTBEHHO CAMUMH BUPYCaMU, Tak U MO
BO3JICIICTBUEM BHPYC-UHIYLIUPOBAHHBIX aHTUTpoMmOouutapubix antuten (Levine,
1999). Benenue xuBOW MPOTUBOKOPEBOM BAaKIMHBI BHI3BIBAET Pa3BUTUE TPOMOOIIH-
TOINEHUHU, IOCTATOYHO BBIPAXXEHHOM, HO HE MposBIstolleiics kiunndecku (Beeler u
coaBT., 1996). [Ipubau3uTenbHO Yepe3 3 THS MOCJIe BBEICHUS BaKIIMHBI HAOIIOIa0T-
Csl JleTeHEepaTUBHbIE MU3MEHEHHS W Bakyosm3auus merakapuonutoB (Oski, Naiman,
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1966). TpoMOOIIUTONIEHHSI MOKET PA3BUBATHCS TaKXKe MOCIE MPUMEHEHUS] KOMOWH H-
POBAaHHOW BaKIMHBI MPOTUB KOPH, dMUAEMUYECKOr0o mapotuTa u ocmnbl (Nieminen,
Peltola, Syrjala, 1993). Onrcana Takxe TPOMOOIMTOIICHHMSI MTOCIIC BaKIIMHAIIUK MPO-
tuB renatuta A u B (Poulin, Gabriel, 1994). JloBonsHO YacTo pazBuBaeTcs TpomoOo-
IUTONIEHUsI Y JAeTel, 3abosieBmux snuaemudeckum mapotutoM (Lacour, Maherzi,
Vienny, Suter, 1993).

Onucanbpl ciaydau TSHKEJIOW TPOMOOIMTONEHUU y OOJBHBIX C IIUTOMETajlOBH-
pycHoii mHdekuueit (Van Spronsen, Breed, 1996), mpuuém mexaHu3M pa3BUTHUS
TPOMOOIIMTONIEHUH HE SICEH: MPEANOoJaraeTcsi HemoCPEACTBEHHOE LUTONATOJOTHYe-
CKOE BO3/CICTBUE ITUTOMETAJIOBUpPYCa HA MEraKkapHOLUThI, OHAKO HE MCKIIOYAETCs
¥ UMMYHOOTIOCPE/IOBaHHAs IECTPYKIIUSI TPOMOOIIUTOB.

[TapBoBupyc B19 mMoxeT ObITh TPUYMHON DPA3BUTHSI TUIOIUIA3UU KOCTHOTO
MO3ra, YTO TPOSIBIISETCS BBIPAXKEHHOU aHeMuer u Tpombouurtonenueit. [Ipeamnomna-
raeTcs, 4To TPOMOOIUTONEHUsI 00YyCIOBIEHA IUTOTOKCHYECKUM 3 (PeKkToM BUpYC-
HBIX HECTPYKTYypHBIX OenkoB (NS-1) na merakapuwonutsl (Murray, Morad, Pierce,
Mihm, 1995). Bo3amoxHO pa3BuTHE TPOMOOIIMTONIEHUH TaKXXe MPU MHPUIMPOBAHUU
Bupycamu renatuta C u DmmreiHa-bapp.

baxmepuu u npocmetiwiue. TpoMOOIUTOTIEHUST HEPEKO OOHAPYKUBAETCA MPU
CEICHuce, BEI3BAHHOM I'PAMIIOJIOKUTEILHON WM IPaMOTPUIIATEIHbHOM OaKTepUaaIbHON
¢nopoii. Yamie Bcero 3To Habonaercs B A€TCKOM Bo3pacte. [IpuunHbl TpoMOOIIH-
TOTIEHUM TPHU CETCUCEe pPa3iauyYHbl. TpoOMOOIMTONEHUS MOXKET OBbITh OOYCIIOBIIEHA
passutrem JIBC-cunapoma u norpebieHueM TpoOMOOIIMTOB, pa3pylieHueM TpoMOo-
UTOB B YBEJIMYEHHOU CEJE3EHKE, a TAKKE BIMIHUEM HUMMYHOKOMIIJIEKCHOTO MeXa-
HU3Ma. B HEKOTOPBIX ciydasx, HApUMeEp, MNP MEHUHTOKOKKOBOW MH(EKIINH, TPOM-
OOLIMTOTICHUS] PA3BUBACTCS BCJIEACTBUE BBIPAXKEHHOW aAre3ud TPOMOOIIMTOB K IO-
BPEXJIEHHOMY SHIOTENUIO cocynoB. [loBpexknenne TpoMOOIIMTOB 00YCIOBICHO TaK-
K€ BO3JIEVCTBUEM AK30- U SHAOTOKCUHOB, IPOAYLHUPYEMBIX MUKPOOPTaHU3MAMH.

[Ipu oyeHb TSHKETOM TEUEHHUU OAKTEPUATBHOTO CEICHCa BO3MOXKHO IMOpaXke-
HUE KOCTHOTO MO3Ta C Pa3BUTHEM METaKapHOIUTAPHON THUMOIIA3UH U TPOMOOIMTO-
nenuu. OgHaKko OOBIYHO B 3TOM CJydyae THIMOIIIA3Us METaKapUOIMTAPHOTO POCTKA
SABIIAETCS OTPAKEHUEM TOTAJIBHOW THIIOIJIA3HH KOCTHOTO MO3ra, U TPOMOOITUTOIIE-
HUS, TAKUM 00pa3oM — OJIMH U3 CUMITOMOB aIlIaCTUYECKON aHEMHUH.

Crnenyer 3aMEeTHTh, YTO MTOJO0HBIE CUTYAIlUX HAOIIOAAIOTCS peaKo. ToTanbHas
ara3usi KOCTHOIO MO3ra C pa3BUTHEM TPOMOOIMTONEHHUH, aHEMUHU, JIEUKONEHUU
MOXET HaOJIOAAThCsA MPU F'eHEepPaJTu30BaHHOM T'PUOKOBOM MH(EKINU (acmeprusuies-
HBIW, KaHJIUJIOMUKO3HBIN CETICHUC).

TpomOonmTONIEHNST MOKET Pa3BUBATHCS y OOJMBHBIX MallApueil, BEPOSITHO, B
CBSI3M C UMMYHOOIIOCPEIOBAaHHOM necTpykiuei TpomoonuToB (Horstmann, Dietrich,
Bienzle, Rasche, 1981).

Onucana TpomOouuToneHus: npu Oone3Hu Jlaiima U MUKOMIIa3MEHHOW WH-
dekuu (Ballard, Bottino, 1994; Pugliese, Levchuck, Cunha, 1993).

Tpomoouutonenus npu BUY (CIIH/1e)
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TpombouuTonenuss MoxeT pa3BuTbca y BUYU-unbuuupoBaHHBIX J0AEH MO
pasnuunbiM npuunHaMm ([TuBHuk A.B. u coat., 2008). ITepBas npuyuHa B TOM, YTO
BUY unpuuupyer merakapuouuThl, 3TO o3HaydaeT, uto BY cam mo cebe moxer
MPUBECTU K HEXBAaTKEe TPOMOOIUTOB. Bo-BTOpBIX, HEKOTOpHIE IpemnapaTbl MNPOTUB
BUY MoryT noBpeauTh KpacHbI KOCTHBIA MO3T (HapUMEp, HEKOTOPbIE HYKJICO3U -
Hbl€ UHTUOUTOPBI 00paTHOM TpaHCKpuUITasbl). To k€ OTHOCUTCA U K HEKOTOPBIM 3a-
6oneBanueM Ha ctaguu CIIM/a (Hanpumep, mumpome nin MAK).

Jpyrast npyurHa MOXeT ObITh B TOM, YTO UIMMYHHas CUCTEMa CIIOCOOHA BbIpa-
0aTblBaTh aHTUTENA, KOTOpbIE HANpPaBICHBI MPOTUB 30POBBIX TPOMOOLUTOB Opra-
HU3Ma, To ecThb pa3BuBaerca AUTII. AyroaHTHTena momar0T CUTHAN CEJE3€HKE, KO-
TOpasi YHUUTOXKAET U YJasieT TPOMOOLUTHI U3 OpraHu3ma.

Bcem BUY-nonoKuTEIBHBIM JIIOASIM PEKOMEHJIYETCSl PETyJIsIpHO cAaBaTh 00-
MM aHAJIU3 KPOBH, B COCTAB KOTOPOI'O BXOAMT OINpPEJEICHUE YPOBHS TPOMOOIIUTOB.
OO6wmmii aHanmu3 KpoBH OOBIUHO JesiaeTcs pa3 B 3-6 MecslleB BMECTE C aHAJIM30M Ha
UMMYHHBINA cTaTyc (MMMYHOTPAaMMOI) U aHAJIM30M HAa BUPYCHYIO Harpy3Kky (Kojuye-
CTBO BHpyca B KpoBH). Takum obpazom, eciiu BUYU-nonokuTebHBINA YeTOBEK pery-
JSpHO HAOJIOIaeTCsl y Bpaya U CAET aHAJIM3bl KPOBH, TO Bpayd 00s3aTesIbHO ONpeie-
JUT TPOMOOIIMTOINIEHUIO 33JI0JITO JO0 TOTO, KAK OHAa CMOKET MPUBECTU K CEPhE3HBIM
mpoOaeMam.

Haubonee apdextuBHOC nedenue aisi TpomoOoruTonenuu y moae ¢ BUY -
ATO BBICOKOAKTHUBHAs aHTUperpoBupycHas Tepanus (BAAPT) (IluBauk A.B. u co-
aBT., 2008). AHTUpPETPOBUPYCHBIC TpEnaparbl PE3KO CHUXKAIOT YPOBEHb BUpYyca B
KpoBU U TakuM oOpazoMm He naror BUY undumupoate merakapuonutsi. BAAPT
TaK)KE «yCIIOKauBaE€T» UMMYHHYIO CUCTEMY, TO €CTh JEJIAET €€ MEHEE aKTUBHOM, YTO
3aMeUISET MPOIECC BBIPAOOTKH ayTOAHTUTEN, CIIOCOOCTBYIONTNX TPOMOOITUTOIICHHUH.
Taxum obpazom, BAAPT - mepBsIif MeTO JIeUeHHS, KOTOPBIA OOBIYHO Mpe/jiararoT
npu TpombonuTonieHnu. B Tom ciydae, ecmu BAAPT oka3sbiBaercst Hed(pheKTUBHOM,
To nieyeHue npooautcs no nporpamme AUTII (ITuBnuk A.B. u coasr., 2008).

Tpom0oTnyeckne MUKPOAHTHONIATUH

Tpombotuueckass mukpoanruonatusi (TMA) 3TO KIMHUYECKUN CHHAPOM, Xa-
PaKTEPU3YIOUMIUHCS TPOMOOIMTONIEHUEH, MUKPOAHTHOTIATHYECKON TeMOJIUTHYECKON
aHEeMUEH, MHKPOBACKYISIPHBIM TPOMOO30M KOHIIEBBIX apTEPUON W KAIMHIIISPOB,
MHOKeCTBeHHOU nuchynknuer oprano (Pwmator JI.b., 2011) Mopdororuuecku
TMA ompezaensieTcst Kak YIIJIOTHEHHE COCYIUCTON CTEHKH ¢ HAOyXaHHEM WJIH OTHe-
JIEHUEM SHAOTENIUANIbHBIX KJIETOK OT 0a3aibHON MEMOpPaHbl M OTJIOKEHHEM THaJuHO-
BBIX JICTIO3UTOB B CYORHIOTEIHAIBHOM MPOCTPAHCTBE, BHYTPUCOCYAUCTHIE TPOMOO-
IUTapHbIC TPOMOBI U OKKIIFO3Us cocynoB (Ahmed S, et al., 2002). [ToBpexaeHue 3H-
notenust cocyaoB npu TMA uHaynupyeT npouecc o0pa3oBaHUs BHYTPUCOCYAUCTHIX
TPOMOOLIMTAPHBIX TPOMOOB B MeNKkux cocynax. [lorpebienue TpoMOOLUUTOB NPUBO-
JUT K Pa3BUTHUIO TPOMOOIMTONIEHUH, CYKEHHE MPOCBETA COCYJI0OB BbI3BIBAET MUKPO-
AHTUOMATUYECKYI0 TeMOJUTUYECKYI0 aHEeMHIO (IIPOUCXOJUT MEXaHUYECKOE paspy-
IIEHUE SPUTPOIUTOB), UIIEMHUIO BaXKHEHUIIUX opraHoB. OOsA3aTEIbHBIM 3JIEMEHTOM
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TMA nHapsiay ¢ TpPOMOOIUMTONEHUEH SABIAETCSI HEUMMYHHAs! TEMOJIMTUYECKAs AaHEMUS
¢ mucrouuTaMu ((pparMeHTUPOBAHHBIMU 3pUTpolUTamMu) B Maske kpoBu. K TMA
OTHOCAT TpoMOOTHYeCKYyt0 TpoMOomnuTonennueckyo nypnypy (TTII — Oonesns
MomkoBuIia, Mo HMMEHM aBTOpa, OMHMCABLIErO 3TO 3a00JIeBaHUE); T'€MOJUTUKO-
ypemuueckuit cunjipom (I'YC); HELLP-cunapom, Bo3HuKaromuii npu OepeMeHHO-
cti. TMA Takxke MOeT pa3BuBaThbcs Npu AUP( Y3HBIX 3200JIEBAHUSAX COCTUHUTEN b-
HOM TKaHH, KatacTpoPpuueckoM aHTU(HOCHONUIUIHOM CUHIPOME, CUHIPOME JIHCCe-
MUHHPOBAHHOTO BHYTPUCOCYAMCTOTO CBEPTHIBAHUS KPOBH, MOCIE MpUEMa psijia je-
KapCTB (XMHUH, XMHUJIUH, THEHONUPUAUHBI, IUTOCTATUKU, UHTHOUTOPBI KAJIbLIMEBBIX
KaHAJIOB), MOCJC TPAHCIUIAHTAIMM OPraHoB M TKaHel. OCOOCHHOCTH 3a00JieBaHUIA
ATOU IpyMNIbl — HATW4YME riaaBHOro opraHa-muiieHu: npu TTII - nopaxenue LTHC,
I'VC — nopaxenue noyek, HELLP-cunapom — nopaxenue neueHu.

st Bcex TMA xapakTepHbIMU SBJSIOTCS TPOMOOIIMTONEHUS M HEUMMYHHAas
reMOJIMTUYECKas aHeMHUsI C HaIM4ueM (parMEeHTUPOBAHHBIX SPUTPOLUTOB - LIUCTO-
IIUTOB B Maske mnepudepuueckoir kpoBu (puc. 14). OOJOMKH SPUTPOIMTA MOTYT
UMETh BUJI MOIYJIUCKA C 2 — 3 OCTPBIMU BBICTyNamu (IJIEMOOOpAa3HbIN), TPEYTrob-
HHMKa, MAJICHBKOTO HenpaBuibHON Gopmbl pparmenta (Bull Br.S.et al., 1995; Lesesve
J.F., 2004). OGpa3oBaHHE IIMCTOIMTOB MOXKET MPOUCXOIUTH MPHU Pa3IUUHBIX YCIO-
BUSIX: B pe3yibTaTe (parMeHTaluud SpUTpoUUTa (HUTIMH (PUOpUHA HA TPOMOOIIU-
TapHBIX arperarax B MHUKpPOCOCYJax, MPOTE3aMU CEPACYHBIX KIIAAaHOB, B MPOLECCE
3a00pa KpOBU U MPUTOTOBJICHUS Ma3Ka, B CUCTEME Ualnu3a U T.J.); KOTJqa 3PUTPOIIUT,
JIOMasiCh Ha JiBe (4acTO HEpaBHbBIE) YACTH, TOPOXKIAET (PparMeHThl, UMEIOIINE TEeH-
JIEHITUIO K TTOBTOPHOM cdepu3annu; Npu HarpeBaHUU MEMOpaHbI SPUTPOLIUTOB (0XKOT
SPUTPOLIUTA), TPOBOLUPYIOMIEM OTIEIECHUE YACTU SPUTPOLUTOB B BUJAE MOYEK WUIIU
dbparMeHTOB, OIM3KUX 1O (hOpME K IITUCTOIUTAM, 3TH (GParMeHThI TAK)KEe UMEIOT TEH-
aeHnuio K chepusanuu (Gunatos JI.B., 2011).

TpomOoTuueckas TpomoOoruronennueckas nypnypa (TTII) — ogHa u3 pasHo-
BuHOCTEN TMA, COnpOBOXKIarOMIAsICs MOBPEKICHUEM MEJIKHUX COCYJI0B (MUKpPOAH-
ruonaTusi), IpoTeKarllas ¢ reMOJUTUYECKON aHeMUEeW, BHYTPUCOCYAUCTON Koary-
nsren, TPOMOOIUTONICHUEH, MypIypoH, MOpaKeHWEM IMOYeK (4acTo C pa3BUTHEM
OIIH) u nepBHoii cuctembl. TTII Habmogaercs y il JIr0O0TO TOJIa M BO3pacTa, da-
1€ Y MOJIOJBIX KeHIINH. Onucanbl ceMelHble ciaydau, a Takxe ciaydan TTII npu cu-
CTEMHOH KpacHOIl BOJYaHKe, MOJOCTPOM OaKTEepUaIbHOM SHAOKAPAUTE, IPU OITYXO-
75X (B TOM YHCJIE ITOCJI€ HUTOCTATHYECKOM MPOTUBOOITYXOJIEBOM TEPAIIUN ).

OcHoBY 00JI€3HH COCTaBIIIET PE3KOE MOBBIIICHUE arperauu TPOMOOIUTOB C
oOpa3zoBaHEM TPOMOOIMTAPHBIX (WJIM THATHHOBBIX) TPOMOOB, COCTOSIIIINX U3 TPOM-
6onutoB u ¢gakropa ¢hon Bunnebpanna (PBB), B Menkux cocymax GOIBIIMHCTBA Op-
ranoB (Pwraros JI.b., 2011, Camous L. et al, 2012). B nepByto odepeap MopakaroT-
Csl TOJIOBHOM MO3T, IIOYKH U JierKhe. TpoMOOLUTONEHUS pa3BUBAETCA KAK pe3yJbTaT
noTpedieHus: TpoMOOUUTOB. MUKpOAHrHoNaTHYECKasi TeMOJIUTHYECKAsh aHEMHUSI BO3-
HUKAET BCJEACTBHE CY>KEHHSI IPOCBETA COCYJIOB U CIIOCOOCTBYET PAa3BUTUIO UILIEMUU
OpraHoB.

B 1996 roay Obuio yctaHoBieHo, uTo y 0onbHbIX TTII ecth nepuuur metan-
JIOTIPOTENHA3bl, YMEHBIIAIOIINN pa3Mep MyiIbTUMEPOB (hakTopa Buiebpanma mo-
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cpenctBoM ux pacmeruieaus (Furlan M et al., 1996; Moare J.L. et al., 2004). Bno-
cneactBuu, B 2001 roay ona Obuta ouunieHa u uaeHTuuupoBana kak ADAMTS —
13 (A Disintegrin And Metalloprotease with ThromboSpondin type 1motif) (Tsai
H.M., 1996; Fujirawa K. et al., 2000). Cumxenue aktuBHoctTd ADAMTS—13 BbIsB-
JICHO TIPU CUHJIPOME JUCCEMUHUPOBAHHOI'O BHYTPUCOCYIUCTOTO CBEPTHIBAHUSI KPOBU
(IABC—cunapom), npu nuuppo3e MNe4eHu, ypeMuHu, OCTPhIX BOCHAIUTEIBbHBIX 3a00J1e-
BaHUSX, B MOCIIEONEpallMOHHOM nieprojie. Ho Bo Bcex mepedncieHHbIX CiIydasx ypo-
BeHb akTUBHOCTH ADAMTS — 13 > 10% (B 3aBUCHMOCTU OT METOJa OLIEHKH HOpMa
— 50-178%) (Remuzzi G., 2002; Wyricr-Clatzel J., 2004). Kpaiine HH3KO€ 3HAYCHHE
aToro nokazarens (<5%) cneruduuno mis TTII, y GonbimHCcTBa OOJBHBIX U3 ATOU
rpynnsl onpenensitores anturena Kk ADAMTS—-13. Yactora TTII ¢ tsoxénbim nedu-
utoM epmenta — 1,74 B roa/min. Hacenenus (Terrell D.R., 2005). B to e Bpems
aktuBHOCTE ADAMTS-13 >/= 5% ne uckmouyaer TTII (dunaros JI.b., 2006). He-
JTaBHEE pPa3BUTHE METOJOB, KOTOPHIE MO3BOJISIIOT C BBICOKOM TOYHOCTHIO U3MEPSITh
akTuBHOCTE ADAMTS —13, 1aeT BO3MOXKXHOCTh ONPEICIUTh CBI3b MEXIY YPOBHSIMHU
aktuBHOCTH ADAMTS—13 Huxe 10% (pesunyansHas aktuBHocTh ADAMTS — 13) u
KJIIMHUYECKUMHU TIPOSIBICHUsIMU OoJie3HH. Ha OCHOBaHWU MOCIETHUX HCCIIEAOBaHUN
ypOBeHb pe3uayanbHoil akTUBHOCTH ADAMTS13 MoxkeT ObITh BaXXKHBIM JETEPMH-
HaHTOM KiuHudeckou rereporennoctu TTII (Lotta LA, et al. 2013). Knunnueckue
nposieienuss TTII npu paznuanom ypoBae ADAMTS-13 moryr ObITh BeCbMa pas-
HooOpa3ubl (George J.N., et al. 2013).

TpomboTHueckast TPOMOOIIUTONIEHHYECKAs MypIrypa 0OBIYHO pa3BUBAETCS OCT-
po. MHorna aToMy npenmecTBYIOT BUPYCHBIE PECTIMPATOPHBIE WM APYTUe UHPEKIIH-
OHHbIE 3a00JIeBaHUS, JICKAPCTBEHHAs! HEMIEPEHOCUMOCTh. [lepBbie mpu3Haku 001e3HU
— ¢l1aboCTh, TOIOBHAsE 00Jb, TOJOBOKPY)KEHHE, TOIIHOTA, PBOTA, OOJIU B JKHUBOTE.
Bckope BO3HUKAaeT TPOMOOLMTOIEHUS C TEMOPPArHYecKUM CHHAPOMOM (TIETEXUH,
AKXHMMO3bl, KPOBOM3JIUSAHUS B CETYATKY, KPOBOTECUEHHUS — IKEITYIOYHO-KUIIECYHBIE,
HOCOBBIC, MATOYHBIC) U TeMOJUTHYECKass aHeMUs (OJIeTHOCTh, HEOObIIIAs KENTyXa).
3aTeM MPUCOETUHSAIOTCS HEBPOJIOTMYECKHE PACCTPOMCTBA (CYIOpOrH, Mapainyu ye-
PEIHBIX HEPBOB, T€MUIUIETHs], HAPYIICHUSI pEeYr, UHOTJAa KOMa, MCUXOTUYECKOE MO-
BeJieHHEe, Opell, CTynop, CIIyTaHHOE CO3HAHUE) U MOPaKEHUE MOYeK (MUKPO- U Mak-
porematypus, NpoTeuHypusi, a3otemus, runeptonus, Hepeako OITH). Yacto orme-
YarOTCsl TAXUKAP/IHSI, PUTM Tallona, TeraTo- U CIUIEHOMETalns, TuMdaaeHonaTHs.

TTII ntoBONBHO peiKasi MaTOJIOTHUsA, U HE BCE Bpayu JOCTATOYHO OCBEAOMJIICHBI
0 HEH, TOATOMY TaKHe MAINEHTHl MOTYT OBITh TIEPBUYHO TOCTUTAITN3UPOBAHBI B XH-
PYPrUYecKoe OTIEJCHUE IO TMOBOAY aOMOMUHANBHBIX OOJICH C MOJO3pEHHEM Ha
«OCTpBIN )KUBOTY», B MHPEKIIMOHHOE OT/IEIEHUE C KEITYXOW U JIMXOPATKOH, a TaKKe
B pEaHUMAIMOHHOE, HEBPOJIOTMYECKOE, TEPANEBTUUECKOE U TMHEKOJIOTMYECKOE OT-
JIEICHUSL.

E.L. Amorosi u J.E. Ultmann BeisBrin xapaktepayro st TTII knaccuueckyro
MEHTaay, €€ DJIEMEHTHI:

1. TpomOouuTOoneHus (4acTo TsKenast):

— KOJIMYE€CTBO TPOMOOITUTOB < 30X 10%/m — y OOJIBIIMHCTBA TAIIUEHTOB;
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— reMOpparuyeckuii CUHAPOM NETEXUH Ha KOXKE, HOCOBbIE, IECEHHBIE U, PEXKE, XKETy-
JOYHO-KHUIIEYHbIE KPOBOTEUEHHUS, MEHOPpPAruu, cyOapaxHOUIANbHbIE KpPOBOM3IIUSI-
HUS1, KPOBOXapKaHUE);

2. MUKpOaHTHOMIaTUYECKasi TEMOJIUTHYECKash aHEMUS:
— cHmkeHue remoryioouna (40—80 r/mn);
— PETUKYJIOIUTO3;
— MUCTOUUTHI ((parMeHTUPOBAHHBIE 3PUTPOLIUTHI) B Ma3ke KpoBU > 1% oT oOurero
KOJIMYECTBA 3PUTPOLIUTOB);
— TUnepOmIMpyOnHEeMHs (3a CUET HENPSMOU PpaKiun);
— OTPULIATENBLHBIN MPSMON aHTUTIIOOYIMHOBBIN TecT (oTpuuarenbHas npoda Kymo-
ca);
— NOBBILLIEHUE YPOBHA Jaktataeruaporenassl (JIII' orpaxkaeT kak cTeneHb reMoiu-
3a, TaK 1 UILIEMHUIO TKaHEN);

3. HeBposornueckue HapyueHus:
— HapylIeHUe CO3HaHMs BIUIOTH /10 KOMBI (HauboJliee 4acTo);
— TOJIOBHAas 00JIb, CYJOpPOTH;
— (okanbHble HapylieHus: (MEHee XapaKTepHbl — FEMUIUIETHs, HapyUICHUE 3pEeHMUS,
adasusi, napesbl);

T X
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Puc. 14 . Illucmoyumul u Ipumpoyumeol, He OMHOCAUUECA K WIUCMOUUMAM CO2NACHO OAHHBIM
@panuy3ckoii zpynnsl Kiemounoi cemamonozuu (J1.5. Qunamos u coasm., 2011). Cnesa — wiu-
cmoyumul. 1. bonvuiue gppacmenmsi, 0bpazyowuecs npu pazoeieHuu IpUmpoyuma Ha HepagHvlie
uyacmu, 2. 06a ppacmenma, pasHvie noUmu NOJOGUHE IPUMPOYUMA, NPABbll PpazmeHm — WLIANKA,
3. nonymecaywi; 4. mpeyzonvuuxu. Cnpasa — Kiemxku, Komopbvie He OMHOCAMCA K WUCOUUMAM.
1. apumpoyumsl, Oegpopmuposanuvie npuU U3OMOBLEHUU MA3KA MPOMOOYUMAMU UIU OpPY2UM
IPUMPOYUMOM, 2. «BbIKVUIEHHbIE» U «BbIUEePONEeHHbIE) IPUMPOYUMBL, dedpopmayus mpemvezo 6
PAOY Modcem Obimb 00YC061eHa HapYUleHUeM MeXHUKY urcayuu Maska, 3. IXUHOYumaol (1€6blil ¢
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HEeOObIYHO OCMPLIMU BLICMYNAMU — WUNAMU, CPEOHUL — «BbIKYUIEHHBIY. 4. npuyyonugvie opmol
@dpacmenmos; 5. ppacmenmol 8 8ude 3anAMOou UNU NATOYKU.

Puc.15. Usmenenua ¢ menkux cocyoax npu TTII, okkaw3ua cocy0oé Humamu
¢udbpuna na mpomoéoyumapnuix azpezamax (A,b), oopazosanue wmuucmoyumoes (B)

4. ITopaxkeHue MOYeK:
— MUKporemarypus (HauOosiee XapakTepHa);
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— IpoTeuHypus (HanboJsiee XapakTepHa);

— UWIUHAPYPUSL;

— MOBBINICHUE KpEeaTUHUHA (OKOJIO MOJIOBUHBI OOJBHBIX);

— ocTpasi IoYeyHasi HeZJOCTaTOYHOCTh (MEHEe XapaKTepHa);

— HePOTUYECKUI CUHIPOM (OUYEHb PEIKO);

5. JIuxopazaka (yaiie — HENPaBUIbHOW (POPMBI, HEXapaKTEpPHA OYEHb BBICOKASI TEM-
neparypa ¢ NoTpsICaloLMMU 03HOOAMM ).

B nepudepuueckoit KpoBU BBISBISIIOT TPOMOOIIMTOIICHUIO U TEMOJIUTHUYECKYIO
AHEMUIO C TIOBBILIEHHBIM PETUKYJIOLMTO30M; OCOOCHHO XapaKTEpHO PE3KOE M3MEHE-
HUE (POPMBI IPUTPOIUTOB - AHWU3OIMUTO3, MOUKWIOIMTO3, MIUCTOIUTHI B OOJIBIIOM
konunuectBe. Copepxanue OMIMpyOrMHA YMEPEHHO MOBBIIIEHO, YPOBEHb ranTOrI00 -
Ha CBIBOPOTKHU CHUkEH. OT4eTIMBbIE JTabOpaTOpHBIC MPU3HAKU BHYTPHUCOCYIUCTOU
KOAryJIsiuu BCTPEYAIOTCS PEJIKO.

B HacTosimiee BpeMs HE CYIIECTBYET JOCTYIHBIX TECTOB ISl JHUATHOCTHKU
TTIIL. C uensto panHero BbigBieHUs nanueHToB ¢ TTII B mpakTuky ObUTH BBEIEHbI
NEePBUYHBIE TUATHOCTUYECKUE KPUTEPUH, COUETAHNE KOTOPBIX (Auaza) mpu YCIOBUM
OTCYTCTBHUS JIPYTMIX KJIMHUYECKH YCTAHOBJICHHBIX NMPUYUH 3a00JICBAHUS CUUTACTCS
noctaTouHbiM ocHoBaHueM st auarno3a TTII (bapkaran 3.C. u coast, 1999):

1. TpomOoLIMTONIEHUS;
2. MUKpOAHTHOIIaTUYeCKas (HeMMMYyHHas1) reMonuTruaeckas anemus (MAT'A).

Hekoropsie aBTophl cuntator, uro nuarao3 TTII MoxeT ObITh ompeneneH mnpu
Hauyuu TpoMOonutonieHnd 1 MAT'A B coueTaHuu ¢ MoBbIIIeHHBIM ypoBHeM JI/[I" B
ceiBopoTke KpoBH (Sane D.S.et al, 2008).

OrnpeneneHne MUHUMAJIbHO JAOCTATOYHBIX 1y AuarHoctuku TTII mpuszHakoB
007e3H1 00YCIIOBUIIO POCT KOJIMYECTBA BBISIBIEHHBIX OOTBHBIX — YaCTOTa BO3HUKHO-
BeHHUs Kiaccuueckoi mentaabl: 34—77% (Thompson C.E. et al.); cmectuno Hauano
TEpanuy Ha TIEpBbIC JHU 3a00J€BaHU; U3MEHWIO KIMHUKY Oosne3nu. CHIKeHue va-
CTOTBI pa3BUTHS TPEX (HEBPOJIOTUYECKHE CUMITOMBI, IOPAKEHUE MOYEK, JTUXOPAIKA)
AJIEMEHTOB MEHTA/Ibl, OTMEYAEMOE B MOCIEIHHUE TObI, SIBISETCA PE3yJbTaTOM IMepe-
CMOTpa TMPU3HAKOB, HEOOXOAMMBIX st obocHoBaHusa nuarHo3a TTII: yckopumack
JUArHOCTHKA, COKPATUJICS NEPUOJ OT BO3HUKHOBEHHUSI 3a00JIeBaHUs 10 Hayajia Tepa-
i (Ounatos JI.B., 2006). PanHee Hawano Tepanuu, BEpOSTHO, IPEIOTBpAIIACT T10-
paXK€HHEe TaK Ha3bIBAEMbIX OPraHOB—MUIIEHEH, KOTOPBIE CTPAJAIOT U3-3a2 OTCYTCTBHUS
JIeYEHUs B MEPBBIEC Yachl 3a00JI€BaHMUS.

st Toro uroOsl He nponycTuTh Hanmuuue TTII, mpeanaraercss Ucnoab30BaTh
nBa npaBuia (PunatoB JI.b., 2006, 2011): 1. Bo Bcex citydasx BIIEPBBIC BBISIBICHHO-
ro HEMMMYHHOTO T€MOJIN3a HEOOXOAMMO CTaBUTh BOmpoc 00 uckmodeHun MAT'A u
MPOBOJUTH TIOJICYET IMIMCTOIUTOB; 2. B KaXJIOM CiIy4ae BIEpPBbIe OOHAPYKCHHOU
TPOMOOLIMTONIEHUU HAJ0 CTaBUTH Borpoc 00 uckimoueHuu TTII (cnenyeT BBISBISTH
TeMOJIN3).

Paznuuarom cneoyrowue sapuanmor TTI1:

1. HacnenctBennas TTII (cunapom Upshaw-Schulman) Bctpeuaercs pexaxo,
HaclleyeTcsl IO pELEeCCUBHOMY MEXaHU3MY, BBI3bIBACTCS MYTalUSIMU TEHa
ADAMTS-13, npuBonsmumu K nedunuty pepmenta. OmHaKO HETaBHO OBUIO MPO-
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BEJICHO MCCJICIOBAHNE YCTAaHOBHUBIIEE HEOXUAAHHYIO YACTOTY 3TOTO CHHJpOMA IMpHU
TTII na dpone 6epemennoctu (Moatti-Cohen M., et al, 2012). bone3ns yaie nposis-
JsieTCsl B IETCTBE, HO MHOTJA OOHAPY>KUBAETCS BO B3POCIOM Bo3pacTe. MHTepBaibl
xpoHnueckoil penuauBupytomerd TTII — okono 3 Henens.

2. Ilpuobperénnnie TTII:

2.1. HWpuonatuueckas TTII, moapa3aenseTcs Ha OCTPYIO M PELUIUBUPYIO-
myto. Octpas uanonaruyeckas TTII (kak nmpaBuiio, yapMuHaHTHas U 4yacto (a-
tanbHast). g peuunusupytomei TTII Gosee xapakTepHO OJHOKPATHOE PELUIAUBU-
pOBaHUE, XOTS MOT'YT BO3HUKATh U MHOXKECTBEHHBIC PEIUIUBHI C HEPETyJISIPHBIMU
UHTEpBaJlaMU. BOTBITUHCTBO PEMANBOB (DUKCUPYETCS B TEUEHUE T'0J1a, HO OTTMCAHBI
ciyyad Bo3BpaTa Oose3Hu u uepe3 10 jer mocliie mepBOro smu3oja 3aboJeBaHUSs
(George J.N., 2006). Yacrota penuauBa y MalMEHTOB, JOCTHTIIMX PEMUCCHH, —
11%-36%. B rpynmne OonbHbIX ¢ TsokENBIM nedunrurom ADAMTS—13 vacrora pe-
muauBa gocturaet 50% (George J.N., 2000). dakropoM, BIHSIOMIAM Ha Pa3BUTHE
petnauBa TTII, HeKoTOphIE aBTOPBI CUUTAIOT OepeMEHHOCTh. YacToTa peruanBa
TTII npu nocnenyromiet 6epeMeHHOCTH ,1T0 OJHUM JaHHBIM — 73% (36 uenoBek u3
49 (70 6epemenHocTeit)); mo apyrum — 26% (5 xeunmnun u3 19 (30 6epemMeHHOCTE))
(George J.N., 2004).

2.2. Bropuunsie TTII:

- TTII, cBsizaHHas ¢ OEPEMEHHOCTHIO, BO3HUKAET B JI0- U TTOCIEPOOBOM MepH-
on. Jlons takux 60nbpHBIX cpean narueHToB ¢ TTII ot 12 10 25%. Ox0J10 MOJTOBHUHBI
ciy4yaeB HaOmronaercst B cpoke a0 24 Henenb, 10—-15% — B paHHMI MoCIepoa0BOM
nepuon (George J.N., 2006; McMinn J.L., George J.N., 2001; ®unaros JI.b., Criu-
pun A.B., 2005).

- TTII, compsixénnas ¢ ayrouMMmyHHbIMU Oonesnsmu (CKB, ADC, Gone3nb
[Ilerpena, peBMaTOUIHBINA apTPUT, CKIECPOACPMUS], Y3ETKOBBIN MEPUAPTEPUUT): IIH-
30161 TTII wame pa3BuBarorcst Ha (JOHE TEUYCSHHUS] CHCTEMHOTO 3a00JIeBaHMsI, HO HHO-
r71a MOTYT IIPEAIIECTBOBATh YCTAHOBICHHUIO JUArHO3A.

- TTTI, pa3BuBmAascs nocie npuéma JIeKapCTBEHHBIX MpenapaToB (AaHTUOMOTH-
KH, TUCHONUPUIAUHBI (TUKIONMUINH, KIOMUIOTPENb), XUHUH, XWHHUJIUH, OpaJbHbIC
KOHTPAIENITUBBI, CYIb(GaHUIaMUAbI, TUTOCTATUKHA (OJICOMUIIMH, IUTapaOWH, MUTO-
MHUIIMH, T€MUIUTA0UH), UMMYHOJIEMPECCAHTHI (LMKIOCHOPUH, TAKPOIUMYC) MOKET
OBITH ABYX THUMOB: 1. ocTpas uMMyHOoonocpenoBaHHas ysekapcreHHass TTII (Tukio-
MTAJIMH, KJIOMHIOTPEeIb, BO3MOYKHO, XUHHUH), TsOKENbIN aehunutr ADAMTS-13 Bei3Ban
MOSIBICHUEM ayTOaHTHUTeN, TUKIonuauH—accouuupoBanHas TTII, knommporpens—
accounupoBanHass TTII, xuauH-accounupoBanHas TTII; 2. mo3o3aBucumas nekap-
ctBerHass TTII (MUTOMUIIMH, TUKIOCIIOPHH, TaKpoauMyc, Iukiodocdan) (Pumaro
JL.B., 2011).

- TTII mocne Tpancmantauuu opranoB. DakTOpel pa3BUTHS MTOCTTPAHCIIJIAH-
tarimoHHoi TTII: BrICOKOAO3HAsT XWMHOTEpAIus; TOTAJIbHOE O0JIydYeHHE Tena; Mc-
MOJIb30BaHUE IMKJIOCTIOpUHA; IUTOMeranoBupycHas uapekus (Shayani S,. Et al.,
2012). Bo3moxHO, (haKTOpPOM pHUCKa SBJISICTCS BO3JCUCTBHC PEaKIUU "TPaHCIIAHTAT
MPOTUB X03siMHA" Ha ’HAoTenu. PakTopamu pucka BosHUKHOBeHUs TTII mocie an-
10TKM sBnsitoTCs AKEHCKHH 10T U HEpOACTBeHHBIH noHOp (Shayani S., et al., 2012).
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- TTII Ha ¢pone MHPEKUNH, ACCOLIMMPOBAHHASI C TOKCHHOM KHILIEYHOW Majoy-
k. Undexuus, BeizBannas E. coli 0157:H7, wame unaynupyer I'YC, HO HEKOTOpBIE
cirydan umerot Tunraabie yeptel TTII. (Dundas St. et al., 2001)

- BHY-accounupoBannas TTII. B ocHOBHOM pa3BHUBaeTCsA B MO3JHEN CTAIUU
00JIe3HH, HO MOXKET OBITh M TIEpBUYHBIM TposiBiienneM BUY-undeknnu (Baker K.R.
2003).

- TTII npu oHKOJIOrMYECKUX 3a00J€BaHUAX: BEPOSTHOCTh BO3HUKHOBEHUS
TTII npu onyxomnsax cocraBisieT 5%, nmonoBuHa Beex caydaeB TTII npu onkonornye-
CKHX 3a00JICBaHMSIX Pa3BUBACTCS NPH ajeHOKapunHoMe xenyaka (George J.N., et al.,
2011; Lechner K., Obermeier H.L., 2012).

Jlugppepenyuanvroiii ouacHos ciedyem nposooums co CiedyruuMu 3a001e8a-
HUAMU.

1. 'emonutuko-ypemudeckuii cunapom (I'VC). T'eMoIuTUKO-ypeMHUECKHUMA
CUHJAPOM OIpe/IeAeTCs TPUaI0i CUMITOMOB: MUKPOAQHTMONIATUYECKAsi TEMOJIUTHY €-
CKas aHeMMsl, MoYeUHas HEeJIOCTATOYHOCTh U TpoMOoruTonenus. Knunudeckue mpo-
aineHus ['YC u TTII mano ommyaroTes Apyr OT Apyra, O3TOMY HEKOTOPBIE CIIELH-
AJIMCTBI PAaCCMATPUBAIOT ATH J1Ba 3a0oJeBaHus Kak oaHy Ho3osoruto (Vesely S.K., et
al., 2003). Cpeau stuonornueckux akropo I'YC naubosee gacto (70%) obHapy-
xwuBaroT oauH u3 mrammoB E. Coli — moarumr 057:H7 (Chang H., 2004; Noris M.,
2005; Karpac Ch.A., 2008). DtoT Bo30yauTeNlb BbIpabaThiBa€T MUTOTOKCHH (BEpPO-
TOKCHH) KOTOPBI BO3JcHCTBYeT Ha cocyanl mouek (bapkaran 3.C., u coast., 2005).
OpHako MMEIOTCS yKa3aHWsl Ha poOJib BUPYCHOM (PHTEPO-, aJ€HOBUPYCHI, BUPYCHI
rpurna) u OakTepualbHOW (MTHEBMOKOKK, MEPCUHUH, KIOCTPUJIMU, BhIpaOaThIBalO-
mue Helpamuanaaly) uadpeknuu (dunaros JI.b., u coast, 2011). IIpoBouupyromu-
MU (paKkTOpaMu TEMOJMTHKO-YPEMUYECKOTO CHHIPOMAa MOTYT SIBISITbCA OepeMeH-
HOCTbh, MEIMKAMEHTO3HbIE BO3AECHCTBHS, MPHUEM OpalbHBIX KOHTpauentusoB. lIpen-
pacroiararoT K pa3BUTHIO T'€MOJUTUKO-YPEMUYECKOIO CUHIPOMA BPOXKIECHHBIE HM-
MYHOJIE(DULIUTHBIE COCTOSIHUS, BTOPUYHBIE IMMYHOJIOTHYECKHE HApYIICHUs, TUA0ET,
TUIIEPJIMIEMUS, CEPIIOBUIHO-KIETOUHAS aHEMHUSI, 4 TAKXKE CTPYKTYPHbIE HAPYIICHUS
sHpotenus.  Hauano octpoe, nmosBisitoTcs oOmias ¢1abocTb, COHIUBOCTD, MOBBIIIIE-
HUE TeMIepaTypsl Tena a0 GeOpuibHbIX nudp, 03H0O, 00K B )KUBOTE, PBOTA, OJIH-
rypusi, y 1/3 G0NbHBIX - renaToMMeHATbHBIN CHHAPOM; Pa3BUBACTCS TE€MOIUTHIECKAS
aHEMUS C HKEINTYXOM, TPOMOOIMTONIEHUYECKAs MypITypa ¢ KPOBOTCUCHHUSIMU U3 CJIH-
sucThix obonouek (bapkaran 3.C., u coasr., 2005).

[TopakeHue Mo4yexk — JOMUHHUPYIOMIUA MPU3HAK T€MOJIUTHKO-YPEMHUYECKOTO
CUHJpOMa, KOTOPBIM MPOSIBISETCA THMIOCTEHYpHEH, onurypued (MHOrAa aHypuen),
MPOTENHYPUEHN, JEUKOUUTYPUEH, TE€MATypHUEH, LUIMHIAPYPUEH, BO3MOXKHBI THUIIEP-
TeH3Us, oTeku. Hepenko HaOMI0Iar0TCsl MO3rOBbIE HApyLIEHUS: J1€30PUEHTUPOBKA,
TIOMpaYeHUE CO3HAHUA, U3MEHEHHE 3JekTpodHIedamorpammel (331). Tlpu mopdo-
JIOTUYECKOM HCCIIEIOBAHUU B TIOUYEUHON TKAHU OOHAPY>KUBAIOTCS MUKPOAHTUOTPOM-
003, o4aru HEKpo3a U KPOBOMZIUSHUS, OTMEUAIOTCA ME3aHTHalIbHAas U KIETOYHAas
nponudepanusi, o0pa3oBaHUE MONYIYHUU, TIOMEPYJISPHbIA TPOoMOO3 BIUIOTH MO
(GbuOpUHOMAHOTO HEKPO3a B cTeHKE apTepuoi. [lpu ¢yibMUHAHTHOM TEUYEHUM MOSIB-
JSIOTCSL apTepuaibHble TpoMO03bl. [locinequue Takxe BBISBISIOT B CEpAlE, JETKUX,
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MO3re, CEJE3CHKE, MOJKEIYAOYHOM M MOJIOBBIX jkene3aX. OCHOBHBIM KpPHUTEpPHEM,
no3BojisiromuM  oTiuunTh [I'YC ot TTII, saBasgercs wucciaegoBaHHE aKTHBHOCTH
ADAMTS 13 B ceiBOopoTKe KpoBH >5% (B TO Bpems kak ais TTII <5%)

Atunmuneiin ['YC  (aI'YC)  ompemenstor  kak  He  Illura-tokcuH-
nHaynupoBaHHbIi ['YC, u qaxe eciym HEKOTOpPHIE aBTOPHI BKJIIOYAIOT B HETO BTOPHUY-
uelid al'YC, BeI3BaHHBIA Streptococcus pneumoniae wid ApyrMMH MPUYUHAMU, TEP-
MuH al'YC o06o3HauaeT nepBUYHOE 3a00J€BaHUE, BHI3BAHHOE HAPYIICHUEM albTep-
HAaTUBHOTO MyTU akTuBanuu komruieMeHTa (dunaros JI.b., u coart, 2011). Ha nomto
atuninyHoro I'YC npuxomutcs 5 — 10% cayuaeB I'YC y nereit u OOJIBITUHCTBO CIY-
yaeB ['YC y B3pocabix. AtunnuHbiil ['YC MOXKeT pa3BUTBCS KaK Y HOBOPOXK/ICHHBIX,
TaK M y B3pOCIBIX. ¥ OOJBIIMHCTBA MAIMEHTOB BO3HUKAIOT T€MOJIMTHYECKAs aHEMUSI,
TPOMOOILIUTOIICHHS U MOYeUHass HEAOCTATOUHOCTh U Y 20% — BHEMOYEUHbIC MPOSIBIIE-
Hus. OT ABYX JI0 J€CSATH MPOLIEHTOB OOJIbHBIX YMUPAIOT, Y OJTHON TPETH Pa3BUBACTCS
TEpMHUHAIbHAS CTAIUSl IOYEUYHOW HEJIOCTATOYHOCTH B TEUEHHME MEPBOro AMU301a. Y
MOJIOBUHBI TIAIIUEHTOB BO3HUKAIOT PEIUAUBBL. MyTaluu B reHax, KOJAUPYOMuX Oe-
KU, peryJHpyromue KoMmruieMeHT, daktop H, memOpanHbI KodaKTOpHBIN OeIoK
(MCP), dakrop I wnu tpomOGomoaynuH, Ot 0OHapyxkeHsl y 20-30%, 5-15%, 4-
10% u 3-5% mnanueHToB COOTBETCTBEHHO, a MyTalluu B reHax OenkoB C3 koHBepTa-
3b1, C3 u ¢akropa B —y 2-10% u 1-4% GonbHbIX. Kpome Toro, y 6-10% nanueHToB
umerorcsa antutena kK gakropy H. Jluarno3 al'YC ocHOBbIBaeTcs Ha ClIeAYIONIUX IO-
noxeHusax: 1. He accouuupoBaH c Oone3Hbto, 2. HeT kpurepusa lllura-roxcun-
accouuupoBanHoro I'YC (kynbrypa kana u [P gns [llura-rokcuHoB; ceposiornye-
CKOE€ MCCJIEIOBAaHME HAa aHTUTEJA K JIUIMOIOoJIucaxapuaam), 3. OTCyTCTBUE KPUTEPUS
TpOMOOTHYECKOW TpoMOoIuTOneHnuYeckoil mypmnypsl (aktuBHOCTH ADAMTS-13 B
ceiBopoTke >10%). (Loirat C, et al., 2011). Pucynoxk 16.

2. HELLP-cunapom (hemolysis [H — remonus], elevated liver enzymes [EL —
yBeJIWYeHUE TIeYeHOUHBIX epMeHToB], low platelet count [LP — HU3K0€ KOIMYECTBO
TPOMOOIIMTOB]) — MAaTOJIOTHYECKOE COCTOSTHUE, KOTOPOE Pa3BUBAETCS Yalle BCEro BO
BTOPOIl MOJIOBUHE OEPEMEHHOCTH WJIM B MOCIEPOJOBOM NEPHUOJE, SBIISAETCS OCIIOXK-
HEHHEM T'ecTo3a U YIPOXKaeT KU3HU MaTepH U 1iona. /[Be TpeTu Bcex OepeMeHHBIX C
reCTO30M — 3TO MOJIOJIbIE 3/I0POBBIE MEPBOOEPEMEHHbBIE KeHIIUHBL. [lepuHaTanbHas
CMEPTHOCTh TpHU 3TOM 3aboneBaHuu Bo3pactaeT B 20 pa3. KnuHudeckass xapTuHa
ouenb HamomuHaeT TTII: kenTyxa, TPOMOOIIMTONEHHSI M TEMOPPATrHYECKUN CHH-
IpOM, ITOYEYHas U MTIEYCHOYHAs: HEAOCTAaTOYHOCTh, CYJIOPOTH, KoMa. [ 'eMonu3 sBiseT-
cst ocHOBHBIM miposiBneHueM HELLP-cunnpoma, B Ma3ke KpoBHU OmpeaenseTcs 00Jb-
moe KosmdecTBo mucrtountoB. HELLP-cunapoMm, kak npaBuio, Kynupyercs Ha 4
CYTKH IIOCJIE pOAOpa3pelIeHus. BO3MOXKHO 3aTsHyBLIEECS TEYEHNUE — A0 OJHOTO Me-
csana. (ludpman E.M., 2002).

3. Karactpoduueckuii antudoconunuansiii cunapom (KADC). Psa aBropos
npenaraet paccmarpuBath KADC kak TMA ¢ antudochoaunuaHbIMu aHTUTETaMI
(Khanna A., McCullough P.A., 2003). /Inarnoctuueckue kputepurn KADC: Bosie-
YeHue, Mo KpailHell Mepe, TpeX OpraHoB, CHUCTEM, TKaHEH (IMMOYKH MOpakaroTcs B
78%, cepaue — 66%, nerkue — 56%, THC — 50%, koxa — 50%, TpoMOOTHUYECKHUE Ma-
HudecTanuu, BKIIOYAONIUE TPOMOOIMOOIUIO JIETOYHOM apTepuu, TpoMOO03 Tiry0o-
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kux BeH, JABC-cungpom — 25%), MmanudecTarysi OJTHOMOMEHTHO WJIM B TEUEHHE He-
JI€JIH, TUCTOJIOTMYECKOE BBISIBJICHUE OKKIIFO3MHM MEJIKUX COCYJ0B KaK MUHUMYM B OJ-
HOM OpraHe (TKaHH), JJa0OpaTOpHOE MOATBEP)KAEHUE AaHTU(OCHOIUIUIHOTO CHUH-
apoma (Asherson R.A., et al., 2003).

4. TlapokcusmanbHasg HouHas remorjoOunypus (ITHI). ITHI' mposiBnsiercs
BHYTPHUCOCYAMCTBIM T€MOJIM30M, TpoMOouuToneHuen u tpomoosamu. [lpu stom 3a-
00JeBaHMU MHUCTOUUTOB HET. Kpome aHeMuu U TpOMOOLIUTONIEHUH YacTO UMEET Me-
CTO JelikoneHus. Jluarnos noATBEPKIaI0T MOJOKUTEIbHbBIE caxapo3Has npola u/uinu
tect Xema. [nsa Bepudukauuu [IHI' B HacTosAlIee BpemMsi UCHOIB3YIOTCS MapKepbl
CD 55/CD59 u FLAER.

5. Cunapom ®uiepa — IBanca. CoueTaHHe ayTOUMMYHHOM T€MOJIMTHYECKON
anemun (AWI'A) u ayroummyHHOU TpomOouuTonenudecko mnypmypsl (AWUTI).
ucTonuToB Mpu 3TOM 3a00JieBaHUM HET. /[marHo3 moATBEpKAal0T UCCIeOBaHUS,
HeoOxoauMele aag guarHoctuku AUTA u TTILL

6. ABC-cunapom. [yt Hero xapakTepHbl TPOMOOIIUTONIEHHSI, TEMOJTUTHYECKasT
aHeMUusl C HajduuueM (parMeHTHPOBAHHBIX IPUTPOILIMTOB, MOJMOpPraHHAs HEIO0CTa-
TOYHOCTh. JuddepeHmanbHas AUArHOCTUKA MPOBOJUTCS HA OCHOBAHUU JAHHBIX
anamuesa (npu JIBC-cunnpome B OOJBIIMHCTBE CIy4aeB MMEET MECTO OUYEBMJIHBIN
ATUOJIOTUYECKUH (DaKTOp), KIMHUKU (MOJUOpraHHAs HEAOCTATOYHOCTh) M KOAryJyo-
IPAMMBI.

7. 3n0kadyecTBEHHAasl apTrepuaiibHas runepreH3us (Al) MOXKET OCIIOKHAThCS
MAT' A u tpomOonuTonenueil. Hanuuue y Takux O0JbHBIX YETHIPEX JE€MEHTOB MEH-
tanel TTII (MAT'A, TpoMOOLIMTOIICHHS, HEBPOJIOTUYECKAss CUMIITOMATHKA, TTOpake-
HUE MOYEK) OCIIOKHIET TUAarHOCTUKY. B nuarHocTuke momoraroT aHaMHe3 3a00JieBa-
HUS U KJIacCHUYECKas KJIMHUYECKas KapTHUHA 3JI0KauecTBEHHOM Al': Tsxkenas rumep-
teH3us (AJ[>200/140 mm PT cT), sHuedanonaTus, 3acTOWHas cepjieuyHas HeJIOoCTa-
TOYHOCTb, OTEK IMCKA 3pUTEIILHOTO HEPBA.

Jleuenue TTII

B psne ciaydyaeB, 0cOOEHHO MpH NMEPBUYHOM OCMOTPE, HEBO3MOXKHO OTJIMYUTH
TTII ot nexoropbeix 3aboneBanuii (I'YC, 3mokauectBenHas runepronus, [IBC-
cuHApoM). ['maBHBIM MPUHIMI, KOTOPBIM JTOJKEH PYKOBOJICTBOBATHCS Bpay IpPH I10-
no3pennu Ha TTII, 310 «mpuHIMI MoTHHEHOCHOTO pearupoBanusy (Pumaros JLbB.,
2011). Tepammro ciienyeT Ha4yMHATH He3amemmuTebHO. OcHoBol jeuenust TTII u
I'VC sBnserca cBexe3zaMopoxeHHas Imiuasma. CylllecTByeT [Ba pexuma Tepanuu
CBEXE3aMOPOKEHHOH TuTazMoil - mHOy3un u 1iazMadepes (mmasmozamensl). Lenn
TepaIuy - MpeKpalieHne BHYTPUCOCYTUCTOTO0 TPOMO00Opa30BaHUs 3a CUET BBEICHUS
MMEIOIMXCS B IJIa3M€ €CTECTBEHHBIX KOMIIOHEHTOB, OOJaJaroIIMX MPOTEOIUTHYE-
CKOM aKTMBHOCTHIO B OTHOIICHHM CBEPXKPYIHBIX MYJIbTHUMEpOB (akropa Buiieo-
paHaa, aHTUKOAryJssHTOB U KOMIIOHEHTOB cUCTeMbl (puOpuHonuza. [lpu mmaszmosa-
Menax (I13), B tononHeHue K BOCIOJHEHUIO AeUIINTA ITUX (PAKTOPOB, JOCTUTAETCS
TaK)K€ MEXaHWYECKOE YAAJIEHUE MEIUATOPOB, MOANECPKUBAIOIINX MUKPOAHTHOIATH-
YeCKH mporuecc, U MyIbTUMepoB paktopa BunneOpanna. Beicokast 3pdhekTUBHOCTD
IJ1a3MO3aMEH [0 CPAaBHEHUIO ¢ MH(PY3UAMU CBEXKE3aMOPOKEHHON IJIa3Mbl CBSI3aHA C
BO3MOXHOCTbIO BBEJEHUS OOJIBIINX 00OBEMOB IJIa3Mbl BO BPEMS €r0 MPOLEAYPHI 0€3
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pucka passutus runeprujapatamnuu (George J.N., 2003). B cBsi3u ¢ 3tuM aHypus, Ts-
wénpie mopaxkenus: [ITHC u cepaua ¢ pa3BUTHEM HETOCTATOYHOCTH KPOBOOOpAIICHUS
SBJISIIOTCST a0CONIOTHBIMU TIOKa3aHUSIMM K TPOBEJCHUIO IUIa3MO3aMeHbl. Tepamus
J0JKHA BKIIIOYATh T1a3Mo3aMeHbl B 00beMe 40 — 60 mur/kr Maccebl B cyTku. HeoOxo-
TUMBIN 00BEM TU1a3Mbl pu Macce nanuerTa 60 kr cocrasiser 2400-3600 miu B cyT-
ku. [Ipy HEBO3ZMOKHOCTH HEMEIJIEHHOW TJIa3MO3aMEHbI CJIEIyeT MPOBOIUTH MH(Y-
3un 6ombiux 103 C3I1 (wnu kpuocynepHaTanTHOM): 25—30 MJI/KT MacChl B CYyTKH.

Hecmotps Ha TO, 4yTO HE JI0Ka3aHa HEOOXOIUMOCTh MPUMEHEHUSI TIIFOKOKOPTU-
KOMJIOB U Je3arperantos npu jedyeHuu TTII, MHOrue pexumel Tepanuyd peKOMEH Y-
IOT MCI0JIb30BaTh UX Hapsay ¢ [13, Bkaovas TeM caMbiM B Oa3ucHyro Tepanuio (Du-
natoB JI.b., 2001). T'MTIOKOKOPTHKOHIBI MPUMEHSIOTCS B KaueCTBE MMMYHOIEIIPeC-
cantoB. Hekotpwie pexumbl B gomnosHeHwe k 113 ¢ mepBoro nus neuenus: TTII
peayCMaTPUBAIOT Ha3HAYCHUE TIIFOKOKOPTUKOUIOB (TIpeAHN30J10H (1 MI/KT Macchl),
METUJITIPEAHU30I0H (2 MI/KT Macchl B/B) WU Mylibc-Tepanus (mo 1 r B/B — 3aH:).
['opMoHOTEpanuio NPOIOHKAIOT 10 MOJYYEHHs] TIOJIHOTO OTBETAa, 3aTE€M HAUYMHAIOT
MEJIJIEHHOE CHIDKEHHE JTO3bI 10 OTMEHBI. MIMeroTcsl JaHHbIE O pe3yJbTaTUBHOCTH MO-
HOTepanuu ropmoHamu npu n€rkux opmax TTIIL.

JlezarperanTsl (HU3KHE J103bI allCTUIICATUITUIOBON KUCIOTHI 75—375 Mr/cyTKm)
HA3HAYAIOTCS, €CITH KOJTHYECTBO TPOMOOLHTOB Gombine 50x10%1, gacto — B codera-
HUU ¢ aunupugamosioM (400 Mr B CyTKH).

Tpancdy3un >pUTPOIMTOB HA3HAYAIOTCA MO KIMHUYECKUM IMOKa3aHUSIM.
Tpancdy3un TpoMOOIIUTOB OOBIYHO MPOTUBOMOKA3aHbI, T.K OHU MOTYT BBbI3BAaTh Pe3-
KO€ yxyJauieHue u rubens namueHTa. [IpoBoasrces mo KU3HEHHBIM MOKA3aHUSAM TPU
YIPOKAIOIINUX KPOBOTEUEHUAX. T.K. MPU TeMou3e uMeeT Mecto neguiut doamueBoi
KHUCIIOTHI, 1iesiecoo0pa3Ho ee HazHauenue npu TTII. Psag 6onbHbIX ¢ Tspxemont OTTH
HY>KJIa€TCs B IPOBEAECHUH F€MOUAIN3A.

DddexTuBHOCTh 6A3MCHON TepaNKK OIICHUBAIOT uepe3 7 nHel neuenus. Konu-
YEeCTBO TPOMOOIIMTOB — HanOoJIee BAXKHBIN MapaMeTp OIEHKU pe3yibTaTa
Tepanuu. OTBETOM Ha TEPANUIO SIBISETCA:

— YCTpaHEHUE HEBPOJIOTUUECKUX CUMIITOMOB,

— HOpPMAaJTH3ALMs KOJTHYECTBA TPOMGOLHTOB (>/= 150x10%1),

— BoccTaHoBIieHue ypoBHs JI/IT,

— cTabuiu3anusi ypoBHS T€MOTJIOOMHA.

Cuuraercst 11€51€CO00Pa3HBIM OCYIECTBIIATh MJIa3MO3AMEHBI €KEIHEBHO [10
MOJIyYEHHUs OTBETA Ha TEPANUIO, 3aTEM — €€ B TEUEHUE KAaK MUHUMYM JIBYX JHEH.

[Tocre mpuHATHS pelIeHUs O MPEKPAIICHUH TUIa3MO3aMEH CJIEIyeT OCOOEHHO
BHUMATEIBHO CIIEIUTh 3a JIMHAMUKOW KoJinuecTBa TpoMOouutoB. Ilocime oTMmeHbl
MJIa3MO3aMEH MOJKET OBICTPO Pa3BUTHCS O0OOCTPEHHE, MPOSBISIIOLIEECS MaJeHUEM
TPOMOOILIMTOB U TPeOyIoIiee BO30OHOBICHUS €XKEIHEBHON MJIa3MO3aMEHHOM Tepanuu
(wactoTa Bo3BpaTta OonesHn — 29-82%). Bo3MOKHOCTh OTKa3a OT IJIa3MO3aMeH Y
KaXXJIOr0 MalueHTa onpeaesieTcs: onbITHbIM yTéM (Pumnatos JI.b., 2011).

C uenpio mpeAOTBpAIlCHUS! YXYAIICHUS! COCTOSHHS OOJBHOTO MOCJe MOoJIyYe-
HHUSI OTBETA NPOBOAUTCS KOHCOJUINPYIOIIAs TEPAIUs — CHHXKEHUE 4acToThl 113 1o 2—
3 pa3 B Heaemo. KoHconmumanus BeIMOJIHAETCS B TeUeHUE 2—4 HEJEIb.
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Mecto ns pucyHska 16.
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Pedpakrepnocts k 0a3ucHOM Tepanuu QuKcUpyercs mocie 7 AHEH JIeueHUs
TPU HAIMYHH ePCHCTHPYIOmeil TpoMborTonesun (<150x10%/m).

Perunus — Bo3Bpaienue TTII nocne goctkenus pemuccuu. Hactora penu-
IVMBOB y MAIIMEHTOB JOCTUTIIUX peMHUcCcUH cocTaBisieT 11 — 36%. Hannune anTuTeNn
Kk ADAMTS — 13, BeisiBisieMbix Juiib y 4acTu 60abHbIX TTII ¢ TsxensiM neduiiu-
toMm ADAMTS — 13 (<5%) nenaer ermie 6oJiee BEpOSATHON BO3MOKHOCTh PEIUIUBA.

PeunauBrupoBaHuEe KaxKIple TPU HEAEIM XApAKTEPHO [Jisi HACJEICTBEHHOU
dopmel TTII (cunapom Upshaw-Schulman). B psine cinydaeB 3a0osieBaHue TPOSIBIIS-
eTcsl y B3pociibiX Ha (oHe MH(EKIMH, ONEPATUBHOTO BMEIIATEILCTBA, OEPEMEHHO-
CTH.

B kauecTBe BTOpOM JIMHUU TEPANHUH HCIOIB3YIOT UMMYHOCYIIPECCUBHYIO Te-
panuto (UCT). Panee ¢ uensto MCT HazHayanu BUHKPUCTUH, HUKIOGOChHaMUl, LUK-
nocniopuH A. B HacTosIiiee BpeMsi aKTHBHO MCTOJb3YIOT MOHOKJIOHAJIBHBIE aHTUTENA,
npu TTII — purykcumad, npu ['YC — sxkynuzymab. Purykcuma6d BBoautcs B go3e 375
mr/m? 1 pa3 B HeJlento, oT 2 10 13 BBejAeHUH, B cCOYETaHUU ¢ 0A3UCHOM Tepanuei.

C 1enblo CHWKEHUS pUCKA pelUaAuBa MPOBOAUTCA cruieHdkTomus. Cytie-
CTBYIOT JlaHHbIE 00 3()(PEKTUBHOCTH CILJIEHIKTOMHUH MPHU pedhpPaKTEepHOCTH K IIa3MO-
3ameHe. Mcnonp3oBanue mukiocnopuHa A (2 — 3 Mr/Kr) B TeueHue 6 MecsleB
npeloTBpallaeT pa3BuTHe peruansa y 89% OO0JIbHBIX C MHOKECTBEHHBIMH PELIUIH-
BaMH, oOecrieunBaeT HopManu3anuio akTuBHOCTH ADAMTS — 13 u ucuesHoBeHUE
WM CHUKeHue TuTpa antuten k ADAMTS — 13.

B cnyuae nacnencreenHoit TTII undys3un mmasmer B 103e 5 — 10 mu/kr kax-
nbie 2 — 4 Hepenu 0e3 MmIa3Mo3aMeH MOTYT IIPEeIOTBPAaTUTh pa3BUTHE PEIUINBA.

YuuTeIBas KpalHIOK PEIKOCTh JAHHOW MAaToJIoruu, mpuBogum ciaydad TTII,
ACCOIIMMPOBAHHOM C OEPEMEHHOCTHIO U3 TUYHOU MPAKTUKH aBTOPOB.

bonvnasa X., 22 nem, ecocnumanusuposana 6 yeHmpaibHyo patlonHy0 OO0JIbHUYY
(LIPB) no mecmy swcumenvcmea 22.08.2012 na 30 neoene bepemennocmu ¢ OuacHo-
30M «2ecmo3 maxcenol cmenenu, 2enamo3 oepemerHouy. Knunuuecku 6 smo epems
umena mecmo CUIbHAs ciabocms, CYXOCMb KONHCHO20 NOKPOBA U CAUSUCTBIX 000.]10-
Yek, JHcantcoda, 00blUKA NpU QU3UUeCcKol Hazpy3Ke, YMEPEeHHO BbIPANCEHHDIU 2eMOop-
pazuyeckull CUHOPOM HA HUNCHUX KOHEUHOCMSX, NACMO3HOCmb 2onienell. [Ipu obce-
oosanuu 6 L[PH 6 ananuzax kposu Oviia 8vlaeieHa anemuss, mpomooyumoneHus, no-
gblluleHUe OUNUPYOUHA 3a cuem HenpsaMol Gpakyuu, yeeaudeHue KpeamunuHa u Mo-

yesunvl. Kax cnedosano uz oomennol xapmol bepemennou 0o 22 aseycma 2012 2.,
KaKou-1bo namonocuu 6 aHaIu3ax kpoeu y nayueumxu ue oOwviio. CanumapHou
asuayueil oHa Ovlia docmasieHa 6 Amypckuil 0OIACMHOU NEPUHAMATIbHBLIL YEeHMpP
25.08.12.

Ilpu nocmynnenuu 6 061aCcMHOU NEPUHAMATLHBIU YEHMP COCMOsAHUE DONILHOU
cpeoneli cmenenu msaxcecmu. Y nayuenmxu: nosviuenHas macca mena — 109 ke;
KOJCHBIU NOKPOB U CKAePbl UKMeEPUUHble, NeMeXUuaibHblll 2eMoppauieckKuti CUHOpPOM
Ha Kodice 20/1eHell, 2pyou, Mecmax 6HYmMpPUBEeHHbIX UHbEeKYUll, nepughepuyeckue aum-
@oy316l  He ysenruuenvl, 8 Je2KUX — ObIXaHue No 6cem NOJAM Be3UKYIAPHOe, XPUNoe
Hem, MOHbL cepoya scHvle, pumm npasuivhviil, A — 110 u 70 mm pm. cm., A3vblK
enasichulil. JKueom npu nanvnayuu msaexuil, 6ezdoonesnennsid. Mamka 6 HOpMOMOHY -
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ce, NoOa0JCEHUe NA00a NPOOOJbHOE, NPeoneHCaujds 4acme 20708Kd, NOOBUNCHAS.
Cepoyebuenue nioda sicnoe, pummuynoe — 132 yoapa 6 munymy, 600bl yenvi. Omme-
yenwvl omexu coneneti, cmon. OXX — 124 cm, B/[M — 37 cm, UC — 1,65. Pazmepor maza
— 28%31%37%26 cm. B 3epkanax — weiika mamku cpopmuposana, vloejeHus — oe-
JU; razanuuje Hepocasguiell, cpeoneli eMKoCmu, Welika MamKy no ocu masa, weuxa
Mamku mseKas, OauHou 00 1,5 cm; Hapysicuwlil 3e6 — NpUHUMAaem KOHYUK Nalbyd,
NJIOOHBLU NY3bIPb Yel, HOONEHCUM 20JI0BKA.

Buvicmaesnen ouacnos: bepemennocmov 30—-31 neo. I'ecmos msoicenou cmenenu.
T'enamos 6epemennoii. I'emoppacuueckuii cunopom. XpoHuueckas KOMHEHCUPOBAH-
Has NlayeHmapHas HeoocmamouyHocms. Mnozoeooue. Anemus cpeoHell cmeneHu
msacecmu.

Knunuueckuii ananusz kposu om 25.08.12: cemoznooun — 89 2/n, sapumpoyumol —
2,7x10%/, netikoyumol — 14,5%1 0°/n, COD — 48 mm/y, mpomboyumol — 60 %1 0/,
nanoukosioeptuvle — 3%, ceemenmosoepuvie — 80%, numpoyumor — 14%, moHoyumol
— 3%.

buoxumuueckuti amanuz xpoeu: enoxkoza — 6,1 mmonv/n, mouvesuna — 10,9
mmonw/n, kpeamunun — 110,3 mmonv/n (0o 100), ourupyoun — 53,7-43,4-10,3
mmonw/n, AnaT — 35 ME/JI (0o 31), AcaT — 93 ME/JI (0o 31), maenuui — 1,13 mmonw/n
(0,66-1,07), xnopuowr — 97 mmonv/n (98—108), nampuii — 129 mmonwv/n, karui — 4,4
mmonwv/n, eamma I'T — 23 E/JI (0o 31), wenounasn pocpamasza — 313 ME/n (70-270),
oowuil benox — 59 2/n, amunaza — 69 ME/n (0o 100), pubpunocen — 5550 me/n, INTH
— 88%, AYTB — 39 cex, POMK — 24,0 me/ ma, unoexc pempaxyuu — 0,46, acpecayus
mpomboyumos — na 22 cex (14 — 18).

Knunuueckuii ananuz mouu om 25.08.12: yoenvuwiii 6ec — 1000, 6enox — 3,8 /1,
netikoyumol — 4—5 6 none 3penus, spumpoyumol — 2-5 6 noje 3peHus.

Y3U opeanos oprowmnou norocmu om 25.08.12: nesnauumenvroe ysenuueHue
pazmepos nesotl doau nevenu (npasas 0onsi — 152 mm, nesas — 77 mMm), cene3enka ne
V8enuyeHa, NoYKU — NOBbIUEHUe IX02eHHOCU NAPEHXUMbL 00eux nouex.

Jlonnnepoepagus mamouno-niayenmapnozo kposomoxa om 25.08.12: 14 cme-
NeHb: Hapyulenue Mamo4yHO-NIaAYeHmapHo20 KPOBOMOKA NPU COXPAHHOM NI0008O-
nIayeHmapHoM KpoBOmoKe, yeeiuyeHue CKoOpoCcmu KpOBOmMoKa 8 cpeoHell M0320801
apmepuu. Demomempus niooa om 25.08.12: pazmepwvit niooa coomeemcmayrom 30—
31 neodene bepemennocmu. IlpusHaxu npescoespeMeHHO20 CO3pe6aHus NiayeHmol,
MHO20800Ue.

B meuenue cymok 6oavHol Ovlia nposederHa npedonepayuorHas no020mosKa.
eenmop — 800 me, euympusenno kaneavHo, memunpeo — 500 me, 6HYmMpUBEHHO Ka-
neavHo, keamamen — 40 me, eHympugeHno 2 pasa 6 cymku, yYpookca — 2 Kancylvl 8
cymiu, maeuesuu cyivgham 25% — 4,0, eHympuseHHo KaneivbHo, mpaucgysuu om-
MbIMBIX IPUMPOYUMOE OM UHOUBUOYATLHO NO00Opanno20 oonopa — 600 ma, ceedice-
3amopooicennasn naasma — 600 ma.

26.08.12 6onvHol O6bLIO0 NPOBEOEHO POOOpa3peuleHIe nymem onepayuu Kecape-
sa ceuenus. Cocyoucmsim Xupypeom npo8eodeHa nepessi3ka 6HYMpeHHUX nooe300 ui-
Hoix apmepuii. Kpoeonomeps 6 pooax — 300 mn. Pebenox myxcckoeo nona, maccou
1960 2, oyenen no wkane Anzap — 3/5/6.
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B meuenue nepsvix cymok nocne onepayuu y 601bHOU OMMEYANOCH NOGbIULEHUE
memnepamypul mena 0o 38°C, napacmana ooviuka. Buinonnena penmeenozpagus
opeanos 2pyonou knemxu (OI'K): sviasnennvle unguiompamuenvie usMeHeHus mpe-
oyrom ouggepeHyuanrbHol OUASHOCMUKU MeNCOY PeCcRUpamopHbiM Ouccmpecc-
cunopomom (P/[C) u 08ycmoponnet nonuceemMeHmapHoi nHeGMOHUell.

Knunuueckuii ananuz kposu om 26.08.12: cemoenooun — 64 2/n, sapumpoyumol —
2,3x10%/n, aetikoyumol — 21,7 %1 0°/n, mpomoboyumuol — 64 % 1 0°/n,

buoxumuueckuti ananuz kposu: enoxkoza — 8,1 mmon/n, movesuna — 14,8
mmonw/n, kpeamunur — 111,42 mumonv/n, AnaT — 54 ME/n, AcaT — 76 ME/a, 6unupy-
oun — 25,2-17,4-7,8 mmonv/n, oowuii 6enok — 65 2/n, puopunocen — 4218 me/n, INTU
—105%,

Koazeynoepamma: AYTB — 31 cex, POMK — 19,0, AT Il — 94%, aepecayus
mpomboyumos — Ha 15 cex.

Knunuueckuti ananuz mouu om 26.08.12: yoenvuuwiti sec — 1015, 6enox — 1,2 2/n,
apumpoyumsl — 300 6 none 3penusi.

IIposeden koHcunuym ¢ yyacmuem nyioMOHOI02d, 8bicmasieH ouazro3. 11030-
HUL nOcepo0osslil nepuood. I'ecmos maicenoii cmenenu. I enamos bepementvlx. Pe-
CRUPAMOPHBLL  OUCCMPECC-CUHOPOM  83DOCbIX.  [I8YCMOPOHHAS HO30KOMUATbHASA
nneemonus. J{BC-cunopom.

IIposoounace mepanusa: meponem — 1,0 X 3 paza 6 cymku, 6HympuseHHO Ka-
neivbHo, 3ueoxc — 600 me 2 p/cym, enympusenno kaneaivho, memunpeo — 500 me/cym,
6HYympusenHo Kaneiavro, cenmop — 800 me/cym,; keamamen-40 me 2 p/cym, enympu-
BEHHO KaneivbHo, ypookca — 2 kanc. 2 p/cym. Ha ¢one nposooumoii mepanuu om-
Yyemaugas MNOJNONCUMENbHAS OUHAMUKA: HOPMAIU308ANACy MeMnepamypa meind,
VMEHbUULACH 00bIUUKA.

Penmeenocpagus OI'K om 29.08.12: npusnaxu P/[C-cunopoma.

Penmeenocpagus OI'K om 30.08.12: Penmeenonoeuueckas kapmuHa j1e8020
JIe2K020 80CCMAHOBUNACH NOJIHOCIbIO, CNPABA — 3HAYUMENbHO YMEHbUULACL UHMEeH-
CUBHOCMb U 00BeM UHDUILMPAYUU 8 HUNCHEU 00Jie.

Y3U manozo maza om 26.08.12: obaacms w0 na nepedneti OPIOWHOL CIMeHKe
— Oe3 ocobennocmetl, pazmepvi meaa mamku.: onuna — 106 mm, nepeone-3aouuil 70
mm, wupuna — 98 mm, oovem mamxu — 363,6 cm; MuomMempuili — He UBMEHEH, No-
JIOCMb MAMKU — HECKOJIbKO pACWUpera,; WupuHa Mamxu: 6 eepxneu 1/3 — 6 mm, 6
cpeonelt — 6 mm, 6 HudcHel 1/3 — 12 mm; cooepaicumoe noioCmu MamKu — JHcuo-
KOCMHOe, HeOOHOPOOHOe,; 001acmb W08 Ha Mamke — be3 ocobeHHocmell, 001acmy
npudamkos — 6e3 ocobennocmeii. C60000HAsL HCUOKOCb 8 MATOM MA3) ONpeoes-
emcs 8 yMepeHHOM Koauvecmee. 3akntoueHue: [locneonepayuonnsiii nepuoo.

Y3U o6prowmnoii nonocmu om 30.08.12: neuens npagas oonsi — 1669 mm, nesas
00151 — 76 MM, ouamemp nopmanvHol 6envl — 13 mm; dcenunvlli ny3vipo — 71 X23 mm,
MONUWYUHA CIMEHOK — 2 MM, COOepIHCUMOE 20MO2EHHOe, X01e00X — 5 MM, NoOojiceny-
oounas dicenesa — 2513 %23 mm, supcyneos npomoxk — 1 mm, cenezenxa — 116%x54
Mm, naowaosv — 51,7 cm; ouamemp Hudicneul nouaou eenvl — 19 mm. 3axnouenue. Ie-
namomezanusi. IXo-npu3HaKu He3HauumenvbHou cnienomezanuu. ugpgysuvie yniom-
HeHUsl NapeHxXuMbl nedenu. Yeenuuenue ouamempa nopmanbHou 6eHvl. Y3-npusnaxu
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nopmanvrou cunepmensuu. C60000HaAs HCUOKOCMb 8 OPIOWIHOU NOJOCMU HE Onpede-
JIsIemcsi.

KT OI'K om 03.09.12: ®opma epyonoii kiemku ooviunas. Obvem neekux coxpa-
HeH, Jle2ounble noasi cummempuunvle. Ouazoevix U UHGUILIMPAMUEHBIX USMEHEHU 8
niecKux He @wviaeneno. bpomxo-cocyoucmeiii pucynox me usmenen. Cpedocmenue
CMpYKmypHo, He cmeujeHo. Tpaxes — 6e3 ocobennocmetl. bpouxu 1-3 nopsoxa npo-
xXo0umvl, He deghopmuposanvi. Cepoye pacnonodceno 00bluHO, KOHpUISYpayus e2o He
usmenena. I pyonoii omoen aopmwl He usmenen. [uagppacma pacnonoscena oowIUHO,
KOHmMYPbl pOGHble, YemKue. B niespanbHvix no1ocmsax ¢ obeux cmopon onpeoensien-
¢ ocymkoeanHas odicuokocmo moawunot 10—11 mm. Jlumgoysnvl He ysenuyersl.
Msekue mranu, Kocmuuvle CmpyKmypuvl 2pyOHOU KiemKu He usmeHnenvl. 11o euoumvim
omoenam neyexu, ceae3eHKU, n00NHCeIYO0UHOLL Jcelle3bl, HAONOYEUHUKO8 — Oe3 namo-
nocudeckux uzmenenuu. 3axmouenue: KT — npusnaxu HeswvipadcenHo2o 2-
CMOPOHHE20 Nlespuma.

Ilocne pazpewenus PIC na nepsoe mecmo 6 KIUHU4ecKou KapmuHe 8bICMynuiu
eemMoppazuieckuil. CUHOpOM 8ciedcmeue mpomooyumoneHuu U aHemMuyecKuil CuH-
opom. 4.09.12 enepgvie Ovina ocmompena cemamono2om. Ilposeden ananus mopgho-
JIo2UY IPUMPOYUMOE Nepugdepuieckol Kpogu — 6 DOIbULIOM Kouuecmeae 0OHApYyice-
Hbl hpasmenmuposanHvle dpumpoyumsl (wucmoyumol). Bvickazano npeononodice-
Hue 0 Hamuyuu mpomobomuyeckou muxpoauneuonamuu (3amauysuemcs HELLP-
CUHOpOME, MPOMOOMUYECKOU MPOMOOYUMONEHUYECKOU Nypnype Ul 2eMOJUmuKo-
VYpeMU4eckom CUHopome), KOmopyro Heobxooumo oupoepenyuposams ¢ nNapoKCu3-
ManvHou HouHot 2emoenoounypueti (IIHI), cunopomom Quwepa-seanca.

B mom oice 0env bonvnas Ovina nepesedena 051 NPOOOJIICEHUS TeUeHUsl 8 2e-
mamonozudeckoe omoenerue. Cocmosnue pacyeHeHo Kax cpeoHel CmeneHu msoice-
cmu. Koowcnwiii nokpoe onedunsiti. Ommeyanacoe ukmepuunocms ckiep. I emoppacuye-
CKULL CUHOPOM HA KOXCe 8 ude nemexuti U eOUHUYHBIX IKXUMO308 HA HUNCHUX KOHeU-
HoCcmAX u dcueome. /{vixanue 8 JlecKux 6e3uKyisapHoe, nPpo8oOUMcs No 8Cem NOJISM,
xpunog Hem. Y/ — 18 6 mun. Tonwvt cepoya pummuunsie, npuenyuienvl. 4CC — 84 6
mun. Al — 120 u 80 mm pm. cm. Azvix enasxcuwii, yucmolil. Kusom maekuil, 6e360-
Nie3HenHblll npu naavnayuu. Ilo cpedueti auHuu Hcugoma nocieonepayuoHHblil pyoey,
nepsuunoe 3adicugnenue. lleyenv ne yeenuuena, 6ezbonesnennas. Cenezenka naib-
namopto He onpedensiemcs. OmeuHocms CMON U 20JieHell.

Knunuueckuii ananuz kposu om 04.09.12: ecemocnodoun — 61 2/n, apumpoyumeol
— 2,9%10%/n, netixoyumor — 26,3x10%/, mpomboyumer — 25 %1 0°/n, muenoyumor —
1%, nanoukosioepnvie — 3%, ceamenmosioepuvie — 68%, monoyumot — 10%, numgpo-
yumot — 18%, pemuxynoyumuot — 200 %0, b6o10UWO0E KOMUUECMBO PPaACMEHMUPOBAHHBIX
IPUMPOYUMO8.

buoxumuueckuti ananuz xposu: emokoza — 5,4 mmon/n, mouesuna — 16,1
mmonv/n, kpeamurun — 192 mmonv/n, AnaT — 19 ME/n, AcaT — 66 ME/n, 6unupyoun
— 49,6-43,7-5,9 mmonv/n, obwuii berox — 52 o/n, anvoymun — 25 me/n (35-55); xa-
i — 4,02 mmonwv/n; nampuil — 145 mmonw/n; xnopuo — 109,9 mmonwv/n, pubpunocen
— 2,2 e/,
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IIpoba Kymbca — npamas — ompuyamenvuas. Tecm Xema — ompuyamenbHbiii.
C60000mb1l 2cemo2n00un coligopomku — 1,24 (cpeousss cmenensb cemonusa).

Koazeynoepamma: npompombunosoe spems — 17,5 cex (13—-17); AYTB — 19,8
cek (25-35), AT Il — 88% (80—120), acpecayusi mpomboyumos ¢ A/J® — 9,6 (50-75),
¢ konnazenom 0,85 (50-75), ¢ aopenanunom — 0,59 (50-70). 3axnmouenue: cunepkoa-
eynayusa no AYTB, ymepennas eunogubpunocenemus. Bce obcredosanus na anmu-
Gocgonunuonvlil CUHOPOM OaNU OMPUYAMENbHBLU PE3)IbMAm.

Muenoepamma om 05.09.12: eunepnnazus 3pumpoudHo20 poCmKa ¢ NPU3HAKA-
MU Me2anodbracmuozo muna Kpogemeopenus (6%), ¢ npuzHakamu OUc3pumponodI3d,
¢ ysenuueHuem 6azopunvhvix Hopmoyumos (16,6%); koauuecmeo me2akapuoyumos
VBenIUYeHo, OMUIHYPOBKA GANASL.

Knunuueckuii ananuz mouu om 04.09.12: yoenvuwiii 6ec — 1015, 6enox — 3,0 2/x,
apumpoyumel — 20—50 6 none 3penus, cymounas npomeunypus — 0,2 /1.

IIposooumas mepanusi 6 omoenenuu cemamono2uu. npeoHuzonron — 80 me per
0S,; eenmop — 800 me, 6HYMPUBEHHO, NPOOOINCEHA NPEIHCHAS AHMUOAKMEPUATLHASA
mepanusi 0o 10 OHeil; npenapamvl Kauus, aHMayuosl, MPavc@hy3uu OmMmblmvlx
IPUMPOYUMO8 OM UHOUBUOYATLHO NOO0OPAHH020 OOHOpa Ne 3; mpaHncgy3uu mpom-
boyumapnou maccol. Ha ¢one nposooumoti mepanuu camouyscmeue 060bHOU He-
CKOJIbKO YAYUUUTIOCH — YMEHbUUTUCL 00bIUKA U OMEKU HA HUNCHUX KOHEUHOCHISX.
Lllsv1 Oviu cHsamol Ha 10-e cymku.

10.09.12 — ympom nocne npobysxicoenus 60abHASL OMMEMULA PE3KOE CHUNCEHUE
3peHUsl Ha Nesblll 21a3; enepavle bvlio ommeyeno nosviuterue A 0o 160 u 90 um pm
cm. Ocmompena OKyIUCIOM: BbIPANCEHHBIU OMEK CemuamKy 8 YeHmpanibHolU 30He.
Ocmompena Hesponozom: pexomenoogano evinoinums KT conoenozo moszea, Y3U
enasza ¢ oonnaepoepagueti cocyoos. KT conosnoco mozea om 10.09.12: KT — npusna-
KU HE3HAYUMENbHO BbIPANCEHHOU CMewaHHou euopoyeganuu. Y3U 2naz om
10.09.12: O] — noxanvuas omcnouxa cemuamxu (npomsiceHnocms 10 mum, vicomoi
2 mm); OS — n10KanbHaAs OMCIOUKA cemuyamKu (RPOMAXCEHHOCMb 25 MM, 8blcOMOU
4,5 mm),; obvemmnvix obpazosanuil ne eviseniero,; npu L[JIK kposomok apmepuanvhwiii
u 6eno3Hulll 6 oonacmu /[3H u na cemuamie onpedensemcs ¢ 0beux cmopom.

Y3U nnespanvuvix nonocmeii om 10.09.12: cnpasa — c60600Has HUOKOCMb He
Jloyupyemcs,; ciesa — c0000HAs HCUOKOCIb Jloyupyemcs — 6—7 mm, He3Hauumenob-
HOe KOAUu4ecmao iHcuokocmu 6 nepuxapoe — 1-2 um.

Y3U manoco maza: monwuna muomempus 6 3oue pyoya 12 mm, pydey obwiu-
HOU 3XOCMPYKmMYpsl, 8 NOJOCMU MAMKU 8 HUJMCHEU mpemu 00 23 MM, COO0epHcUmMoe
noJOCMU — HCUOKOCMHOe, HEOOHOPOOHOE, 8 001ACMU NOCIIeONEePayUOHH020 PYOya Ha
nepeoueti OPIOUHOL CmeHKe 0ONOIHUMENbHBIX 00pA308aAHULL He IOYUPYEmCsl, 3aKII0-
yeHue. NOCIEONEPAYUOHHBIL NEPUOO, cemMamomempa.

Y3U manozo maza om 12.09.12: moawuna muomempus 8 30ue pyoya 15 mum, 6
obnacmu pybya noyupyemcs 2unosxoz2eHuas cmpykmypa 29x19x27 mm, nonocms
mamxu pacuwupera 00 16 mm, cooepacumoe — HCUOKOCMHOE, HEOOHOPOOHOe, CB0-
0O00Has HcuoKocmv onpedeniemcs 8 Heboabuom Koaudecmae — 0o 21 mum. 3axnoue-
HUe: NoCieonepayuoHHblil NepUoo, NOCIEONEePaAYUOHHAS 2eMAamoma Om nepumonu3a-
yuu 8 obracmu pyoya Ha mamke.
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12.09.12 60onvHOU 8bINOIHEHA 8AKYYM-ACRUPAYUS U3 NOJOCIU MAMKU — YOAIeHO
30 mn mackux ceycmkos kposu,; 1M — 10 mm.

Knunuueckuii ananuz kposu om 12.09.12: cemoenooun — 70 2/n, sapumpoyumol —
2,8x10%/n, aetikoyumol — 18,5 %1 0°/n, mpomboyumol — 25 % 1 0°/n.

Ha ocnoeanuu nanuuua mpomooyumonenuu, npuoopemeHHou 2eMoIUmuyecKo
aHeMuu HeUMMYHHO20 Xapakmepd, NoYe4HOU HeOOCMAamo4HOCmU, MpoMOOmuye-
CKUX OCNIONCHEHUU (OmcaouKa cemuyamiku), HAnu4us Ooabuio2o Koauvecmea ¢pae-
MEHMUPOBAHHBIX IPUMPOYUINOE 80 BCEX AHANU3AX KPOBU OONbHOU Obll 8blCMABIEH
ouazno3. Tpombomuueckas muxkpoaneuonamus. Tpombomuueckas mpomboyumone-
Huueckas nypnypa. Mukpoaneuonamuueckasn cemorumudeckas anemus. CHudxcenue
@ynxyuu nouex. Illopasicenue neexux (P/C-cunopom), neuenu (nosviuienue mpat-
CAMUHA3, 2cenamomezanusl, NPUHaKy NOPMAailbHOU 2cenepmen3ul), 21a3 (0mciouKa
cemuamku). Uckmoyums a-I'VC. Bmopuunvlil uzomempuyeckuil mpemop 8 Muludyax
8epxHe20 nieuesoeo nosca. Bmopuunas eecemamuenas ouc@yHKyus no CMeumaHHomy
muny. Pemunonamus (maxyaapusiii u napamaxyiapuoiil omek) cemuamxu OD. Ap-
mepuanvhas eunepmensus 2 cm., puck 111. XCH 1. @K 1.

C 12.09.12 6oabHOU npo8oounUcy ceancvl niazmooomena 40 mu/ ke 6 cymku
eHCeOHeBHO, 2enamonpomexmopul, 003a NpeoHu3onoHa ocmasiena npedicrei — 80
M2/CYmKU; KOPpeKyusl apmepuaibHo20 0asieHus, npenapamol Kaius u m.o.

Junamuka konuuecmea mpomboyumos Ha Qomne exceOHe8HO20 NPOBeOeHUsl Ce-
ancogé naasmoszamenvt. om 13.09 — 40><]09/]l, om 14.09 — 60><109//z, om 15.09 —
100x10°/n, om 16.09 — 160x10°/x.

Camouyscmaue 6onvHoU yayumuiocs. Ilocie ceancos niasmozamenvl HOpMAIu-
308a0Cb KOAUUeCcmeo mpomooyumos (bez mpancdysuii mpomboKoHyeHmpama) u
PA3PEUUICA 2eMOPPAULEeCKULL CUHROPOM, VAVUUUIOCL 3peHue (paziudana bonee mei-
Kue ouepmanusi npeomemos), YMeHbuuIacy ciabocms, 00biuika nepecmana 6ecno-
KOUMb, CHUSUICS OUTUPYOUH, HEM JHCeNMYUWHOCMU KodxcUu U ckiep. Moua — ceemnas,
ouypes 0o 2,5-3,0 rumpos 6 cymku. Bvidenenus uz mamku — cykposuunvle, ymMepeH-
Hble.

Knunuveckuii ananuz xposu om 17.09.12: cemozcnodoun — 93 2/n, sapumpoyumaol —
2,85x1 012/11, qetikoyumol — 11,1 %1 09/Jz, mpomooyumuol — 198 <1 09/]1,‘

buoxumuueckuii ananusz kposu: enioxkoza — 3,4 mmonv/n, oobwuil dbenox — 58 a/x,
ounupyoun — 26,3-22,4-3,9 mmonv/n, ACT — 20, AJIT — 20, xpeamunun — 140
MMMOIL/1, Mouesuna — 13 mmonv/n, pubpunocen — 2,0 2/n.

Hauamo cruoicenue 0036l npednuzonona no 5 me 1-2 paza 6 neoenro 00 noHou
ommensl. C 18.09.12 nonvimanuce CHU3UMb 4acmMomy HIA3MOOOMEHO8, NPO8OOUNb
ux uepesz 2—3 oua. Cneoyrowue cearcol naazmozamer 20 u 24.09.12. C 25 no 28.09.
nuazmozamenvl He npogoounu. Camouyscmaue 60abHOU He YXyouunocs. Ho konuue-
CME0o mpomoOOYyumo8 CHU3UI0CL 00 S0 %1 0°/n — 24.09.12.

B cea3u ¢ coxpanenuem mpomboyumonenuu 28.09.12 61o6b Hauanu nposooums
ceancovl naasmooomena 40 mn/ ke 6 cymxu. Ilocne 80300H061€HUs eHCeOHEBHBIX Ce-
aHCO8 NAA3MO3AMEHbl CaMO4y8cmeue DOIbHOU U NOKA3ameau aHalu308 Kpoeu Yiyu-
WUTUCD.
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Buinonneno 4 esedenus pumykcumaba é 0oze 375 me/m®, ¢ unmepsanom é 0oHy
Heoeo.

13.10.12 — cocmosinue b6onvHOU yoosremeopumenvHoe. I emoppazuueckozo cun-
opoma Ha Kodce U BUOUMBIX causucmuix Hem. KodcHblil noKpoe u ckiepbl 00bIYHOT
oKpacku. B neexux eezuxynapnoe ovixauue, xpunos nem. Tonvl cepoya pummuyHble.
Apmepuanvroe oasnenue — 120 u 80 mm pm cm. YCC 76 6 munymy. Kusom msaexui,
bezboneznennvlil npu narvnayuu. lleuenv no kpaio pedeproii doyeu. Cenezenka naio-
namopno He onpeoensemcs. llo Y3U ee pazmepvl ¢ nopme. Konuuecmeo mouu 3a
cymku 8 Hopme. Ha HUMCHUX KOHEYHOCMAX COXPAHANACH YMEPEHHASI NACMO3HOCMb.

Jlunamuka konuvecmea mpomoboyumos Ha oHne exceoHe8HO20 NPOBeOeHUsl Ce-
ancos nnasmosamensvi: om 30.09 — 80x10°n, om 2.10 — 100x10°/, om 4.10 —
180%10°/a.

Knunuueckuu ananuz kpoeu om 13.10.12: spumpoyumor — 2,62 %1 0*%/n, 2emo-
enobun — 84 2/1, aetikoyumot — 8,7 x10°/1, mpomboyumer — 270%10%/1, nanouxosdep-
Hole — 3%,ceemenmosideprvie — 1%, monoyumor — 5%, rumghoyumor — 21%.

buoxumuueckuii ananuz xposu om 13.10.12: enrokoza — 4,6 mmonwv/n, 6enok — 58
e/n, mouesuna — 28 me/on (7-23), kpeamunun — 99 mxmonwv/n (40-100), mparncamu-
naszot. Acal — 10 (N: 10-42), AnaT 20 (N: 10-40), 6urupybun — 12,2-1,6-10,6
mrmonv/n, JIAI — 185 E/n (91-180).

15.10.12 6onvuas Ovina GvinUCaAHA U3 OMOENeHUsT 2eMamolocu oo amoyia-
MmopHoe HAON00eHUue No MeCmy HCUMENbCMBAd C PEeKOMEHOAYUAMU OUHAMUYECKO20
Haoarooenus. 21.10.12 npu uccredosanuu aHaiuza Kposu 8bis8IeHA MPOMOOYUmone-
Hus (mpomoboyumsl — 40x1 09), eocnumanuzupogana 22.10.12 ¢ I[Ph, 20e, no pexo-
MeHOayuu 2emamoiocd, 8bINOJIHeHA NAA3Mo3amena 8 obveme 1160 mn. B konmpono-
HOM aHaauze Kposu COXpawusaiacy mpombooyumonenus (om 27 %1 0° — 00 75%1 09).
bonvuasa enosv docmaenena 6 cemamonocuueckoe omoenenue AOKD 24.10.12.

Ilpu nocmynnenuu nayuenmxy decnoxouna ymepernas ciabocms. Cocmosnue
cpeoneu cmenenu msxcecmu. Coznanue schoe. Jluyo KywuneouoHoe (8ciedcmsue
OIUMENbHO20 npuema 2nKoKopmuxouoos). Koocuwlii nokpos O1eousiii, cemoppazu-
YyecKull CUHOPOM NemexUuaibHbulll, MeIKOMOYeYHbIll HA 20JIeHAX 8 CMaouu paszpeuie-
Hus. B neexux — Owvixanue eesuxynsapHnoe, xpunog nem, 4/ 20 6 mun. Tonwvl cepoya
pummuunsle, npueayuensvt, Y4CC 92 6 mun, A 130 u 80 mm pm. cm. Kusom msaexuii,
besboneznennvlil. Ileyens, cenesenxa ne ygeruuenvi. CUMNMOM NOKOIAYUBAHUSA OM-
puyamenvHwlli ¢ 0oeux cmopon. Cmyn u ouypes ¢ Hopme. Omexkos Hem.

Knunuueckuii ananusz kposu om 24.08.12: 2emoenoboun — 82 2/n, sapumpoyumol —
2,6x10"/n, neiikoyumoi— 5,9x10%1, mpomboyumer — 85 x10°/n, wucmoyumot — edu-
HUYHbIe.

Buoxumuveckuii ananuz kposu om 24.08.12: enokosa — 4,3 mmonv/n, kpeamu-
Hun — 105 mxmonv/n (40-100), mouesuna — 19 me/on (7-23), anvbymun — 26 2/x,
oowuiil benoxk — 73 o/n, ounupyoun — 13,9-11,8-2, 1 mxmonw/n, mpancamunaszor: AcaT
=17 (Ne: 10—42), AnaT — 26(Ne: 10-40), I'T'T — 30 (7—64), JIAI" — 238 E/n (91-180).

Ananuz mouu om 29.10.12: yo. eec — 1025, 6enox — 1,0 2/x.

B cmayuonape nposeodenvt 3 ceanca niazmosamensvl. Knunuueckuii anaius Kpo-
eu om 29.10.12: spumpoyumer — 3,36 %1 0%/, cemocnobun — 106 2/n, netikoyumol —
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8,1x10°/, mpomboyumol — 268 % 1 0°/n; wucmoyumog Hem. Yposenv axmuenocmu
ADAMTS—-13 cocmasun 58% (nocie mpéx ceancoe niasmozameHul).

Y3U manoco maza om 26.10.12: nocnepo0ossiii nepuod, pazmepvl MAmKu —
onuna — 52 mm, nepeone-3ao0Huti-40 mm, wupuna — 50 mm; cmpykmypa HeoOHOpPOO-
Has, pybey Ha mamke — 6e3 ocobeHnocmell, MOIWUHA DYHKYUOHUPYIOWE20 CI05l IH-
oomempusi — 5,0 mm,; sH0omempuil coomeemcmeyem 1 gpaze MeHCmMpPyanrbHO20 YUKILA,
wetika mamku onpeoensemcs — 30X25 mm, sHooyepsuxc 5 mm, npaeviti AUYHUK —
onpedensiemcs: 24 <18 x15 mm,; nesuiti auunuk onpeoensemcs. 22 %1920 mm; namo-
JloeudecKkue 06pazoeanusl 8 NOJOCMU MAalo20 masa He ONpeoeisitomcs.

Peumeenoepagua OI'K: ouacosvix, uHuibmpamuHvix u3sMeHeHutl Hem, CUHy-
Cbl CB0OOOHDI, KYNOJL YemKUll, cepoye 6e3 ocobeHHocmell.

C 01.10.12 nayuenmxka Haxoounacsy Ha aevyenuu 8 0OHOU U3 KiuHuk 2. Mockeul.
IIpu nocmynnenuu y 601bHOU 0NPeOensnocs HOPMAIbHOE KOIULECHE0 MpoMOOYUmos
(185%10°/ 1), 2emoenobun — 113 2/ 1, 6 danvHetiem ommeuaniocs naderue mpombo-
yumos 00 36x10° / 1 u 2cemoznobuna 0o 86 2/ 1. Yposenv akmusnocmu ADAMTS-13
— < 5%. Dppghexm OvL1 nonyyen om mepanuu niazmagpepesom (8 ceancos).

Juacnoz mpombomuueckas mpomooyumoneHuueckas nypnypa, accoyuuposau-
Has ¢ bepemMeHHOCmbIo, NOOMBEPIHCOEH.

21.12.12 nayuenmka Ovi1a 8bINUCAHA U3 MOCKOBCKOU KIUHUKU C PEKOMEHOAYU-
AMU: 0OUTbHOEe NUMbBE (He MeHee 2 TUMPO8 HCUOKOCMU 8 OeHb), Npuém ¢hoauesou
Kuciomol — 5 me 8 cymku, Kohmpoas ypoeus ADAMTS—13 u soruanounozco anmuxo-
azynanma 6 OUHAMUKe.

Oounaxo 08.01.13 ona OvL1a 6HOBL 20CNUMANUIUPOBAHA 8 2EMAMOJIOSUYECKOe
omoenenue AOKD. Kiunuuecku yxyowenus e ommeuanoce. JluazHocmuposamsl
UL eOUHUYHble Nemexul Ha Kodce HUNCHUX KoHeyHocmel. Ho 6 amanuzax xposu
peyuousuposara mpombdboyumonenus. Kiunuweckuti amanuz xposu om 8.01.13:
spumpoyumsel — 3,17 x107%/n, eemoenooun — 92 2/n, netikoyumor — 5,2 %1 09/]1, mpom-
boyumer — 50 %1 0°/1, wucmoyumol — eOUHUYHble. buoxumuueckutl ananu3 Kposu om
9.01.13: enokoza — 5,3 mmon/n, kpeamunur — 110 mxmonw/n, Anal — 54 ME/n, AcaT
— 47 ME/n, ounupyoun — 43,0-4,4-38,6 mxmonv/n, obwuil benrox — 64 2/n, gubpuno-
een — 3,1 e/n. Ananuz mouu om 8.01.13: yoenvnuwiii sec — 1025, 6enox — 1,0 /.

Yyumwieas peyuousupyrowee meuenue 6onesnu, Hedph@exmueHocms UMMYHO-
cynpeccusrou mepanuu (I’ KC, pumyxkcuma6), 8bickazarHo npeonoioxiceHue 0 Hacieo-
cmeennoll popme TTII. Peweno oanvhetiuwee neuenue nposooums mpancy3usimu
C3I1, ¢ nocneodyrowel noddepacusaroweis mepanuell.

Boiu nposedenvr mpu mpancgysuu C3I1 no 300 ma. Ilocrne weco ommeuanaco
ObICMPAs HOPMATUZAYUSL KIUHUYLECKO20 AHAIU3A Kposu: spumpoyumuol — 3,56 < 10"%/x,
cemoznobun — 106 2/, netikoyumor — 6,6%10%/1, mpomboyumer — 350101, wu-
cmoyumos wem. bunupyoun om 17.01.13 — 10,3-1,4-8,9 mxmonwv/n.

Ha ocnoeanuu 6vicmpozo oocmuoicenus nonmou pemuccuu nocie egederus C3I1
ObLIO NPUHAMO peulerue npPosooums noooepacusarowyio mepanuio C311 no 500 mn
06a pasza 6 Heoeio.

Omotl 003bl 0KA3AI0CL 0OCMAMOYHO O MO020, YMobbl NOO0epPIHCUBAMDb YOO-
enemeopumenvHvle nokazamenu anaiuza kposu. C saueapsa 2013 2. no utons 2013 2.
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Ha evlueykazannou noooepxcusaower mepanuu C3I1 peyuousos 3abonesanus ne
ovin0. C utons 2013 2. nocmenenno unmepeanvt medxcoy esedenuem C3I1 ysenuuusa-
tomcest 00 1-2 nedenwv. Knunuueckuii ananuz kposeu om oexkaops 2013 2.: spumpoyu-
mol — 3,62x10%/n, 2emoznobun — 124 2/, aetikoyumol — 8,7 %1 0%/, mpomboyumuol —
270x10°%/1, netikoyumapras opmyna 6e3 namono2uu, WUCMOYUMO8 Hem.

B oexabpe 2013 esvinoaneno uccinedosanue no onpeoeseHur) uHeubumopa
ADAMTS-13 (8 obpaszye naazmsi, 3a6panunou 8 oexabpe 2012 6o epems snuzooa pe-
yuousa 60ne3nu), UHeUOUMOpP He OOHAPYIICEH.

3a 6onvHoU 6edemcs OuHamuveckoe Habawoenue. Pebénok 30opos, pacmém u
PAas3eu8aemcs HOpMaibHo.

IIpusedénnuiii cnyyai demoncmpupyem mpyonocme ouacnocmuxu TTI y bepe-
menHvix. Hauano o6onesunu: mpomodboyumonenus, MAI'A u nosvimenue ACT — kpu-
mepuu HELLP-cunopoma. Ilpumenénnas maxmuka cpounozco pooopaspeutenus ¢
npeosapumenvhvim 6eederuem C3I1 u I'KC obecneuunu posicoeHue 300p0802o pe-
Oénka.

Oonaxo poodopaspeuieHue He NPUGeNO K YIYUULEHUID COCMOSAHUA OONbHOLL:
Hapacmana mpomoOoyumoneHus, nemexuy Ha Koxce KOHeUHOCmell U HCUB0mMd, CUMN-
MOMbl NOPAdICeHUsl NoYeK (Hapacmawnue ypoeHsa kpeamuHura 0o 192 mmons/ 1), om-
cnotika cemuamxu. Ha ocnosanuu MAI'A u mpomboyumonenuu, npoepeccupyroujux
nocie pooopaspeuleus, ycmanogien kKiunuveckui ouaznos TTI. Hauamas mepanus
NIAa3MO3aMeHamMy npuseia K Ovlcmpomy 3¢gekmy: HOpMaiuzayuu Koauuyecmea
mpomboyumos nocie 4 ceancos I13. IIpu nonvimxe ommenwl 113 ommeuanoco naoe-
HUe KOIUYecmea mpomboyumos, 4mo nocCiyicuio 0O0CHOBAHUEM  YCUNEHUS UMMY-
HOCYNpeCcCUsHoU mepanuy pumyKCumadoom.

B oanvHetiwem ¢ konya cenmabps no Ha4ano AHEaps 3APUKCUPOBAHO eulé mpu
9NU300a NAOEHUSL MPOMOOYUOS, YMO C8UOEMEIbCNBEOBAN0 O PEYUOUBUPYIOUEM X a-
paxmepe TTII. B oxmsabpe nocie mpéx nnazmozamen (40 mn/ xe) axmusHocmo
ADAMTS-13 cocmasuna 58%. Taxas axmusHocmv modcem Oblmb NPU pPeMuccuu
aymoummynnoti TTII. C opyzoii cmopoHbl, 6 1umepamype ecmv cO0OWeHUsL O NOBbl-
wenuu akmuenocmu ADAMTS—13 y 6oavubix ¢ nacnreocmeennot TTII na nodoep-
arcusaroweti mepanuu C3I1. Ilpu onpedenenuu ADAMTS—13 6 momenm ouepeonoco
peyuousa 3apuKcupo8arHo pesxoe CHudcenue akmugHocmu epmenma (< 5%), umo
noomeepouno ouacrnos TTII. Bvino evinoinerHo ucciedosarue 0 OnpeoeieHus: UHSU-
oumopa ADAMTS—13, aumumena ne oOHapyicenbl.

Bonpoc o ouppepenyuanvroii ouacrnocmuxe mencoy HACIEOCMBEHHOU U NPU-
oopeménnou aymoummynunou popmamu TTII ocmancs nepewennvim. Credosameinn-
HO, OCMAJCS OMKPLIMbIM U 80NPOC O OdlbHeuuiel makmuxe aedeHus. Ilpu nacneo-
cmeennoll TTII pexomenoyromes ungyzuu C3I1 ¢ unmepsanom, komopuwiii nooobupa-
emcs amnupuvecku. Ilpu npuobpeménnou aymoummynnou TTII mpedbyemcs ycune-
HUe UMMYHOCYNPeCCU8HOU mepanuu (YUKIocnopun A, GUHKPUCTUH, CHIEHIKINOMUSL U
m.o.).

buvina coenana nonvimka eedenus 6onvuou nHa ungysusax C311, komopas oxasza-
Jacey ycnewHou. Yuumwieas omcymcemeue peyuousa ¢ saneaps 2013 2oda, naubonee
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seposamen ouazcno3 — ‘“Hacnreocmeennasn TTII (cunopom Anwo-Illynvmana)”, ons ee-
puguxayuu ouacnoza Heobxooumo npogederue cexseHuposanus cena ADAMTS-13.

[IpuBoguM coOcTBeHHOE HAOMIONEHUE peOEHKa C TeMOJUTUKO-YPEMHUYECKUM
CUHIPOMOM.
bonvnasa K., 1 200 2 mecsaya, nocmynuna ¢ AmMypckyro 0OJACMHYIO 0emCKYIO

kauHuyeckyto ooavruyy (AOHKE) 20.09.20132. ¢ scanobamu na omeuHocms uya,
Kucmetl, cmon, OMCYMCMEUe MOYU, BAI0CMb, CYXOCMb KON’CHbIX NOKpOo608. U3
anamuesa 3a001e8anus 8blsICHeHo, Ymo oegouka 6oavHa ¢ 14.09.14 2., koeoa nocne
ynompebienus 8 nuwy HedoOPOKA4eCmeeHHOU CMeMaHnsl Y pebeHKa NOSABULCS HCUO-
Kuti cmyJs co ciu3vto 00 2-x paz. 16.09.13 2. cmyn yuacmuncs 0o 10 pas 6 cymku. Po-
oumenu 1e4unu pebenKa camoCmosamenbHo. JUHEKC, Me3um-ghopme, omeap Kopwvl 0y-
oa. 17.09.13 2. enepsvie ocmompena y4acmrkogblM neouampom, 3abonesanue pacye-
HEeHO KaK peakyusi Ha npope3vigaHue 3y008. MHo2oKpamHblil HCUOKUL CMYT COXpa-
HAICS, pBOMbL, NOBbLUEHUsT memnepamypul He Haoaroarocs. C 18.09.13 2. pebenox
CMAl OMKA3bI8AMbCS OM eObl, HAPACMANLA BAI0Cb, OMMEUAN0Ch CHUJICEHUE OUYpe-
3a. Ympom 19.09.13 2. camocmosmenvHo 0Opamuiucy 8 UHpEeKYuoHHy O0IbHUYY,
20e BbINOJIHEHO NPOMbBIBAHUE JHCeYOKA, NPOBeOeHad UHPY3UOHHAS mepanusi 8 0bbeme
400,0 mn, nocine ue2o mams ¢ peOEHKOM CAMOCMOAMENbHO NOKUHYIA cmayuonap. B
19.09.13 2. ouypes ommeuancsa ooHokpamuo 6 obveme okoao 50 M, HCUOKUL CMYIL
coxpansiica. K 16 vacam 19.09.13 2. y pebenxa cmanu ommeuams nacmo3HOCMy -
ya, kucmeu, cmon. 19.09.13 2. ¢ 21 uac 6Ho8b obpamunuce 8 UHGEeKYUoHHYO O0Nb-
HUYyYy, e0e npu 00C1e008anUU 8 KIUHUYECKOM aHAIu3e KPOBU BbIAGIEeHA AHeMUs (2eMOo-
enobun 0o 107 2/n), 8 buoxumuueckom anaiuze Kposu nosvlileHue YPOsHI MOUeGUHbI
00 19 mmonv/n, kpeamununa 0o 309 mMkmoawb/n, nogviuieHUe YPOBHs 0bUe20 OUIUpy-
ouna 0o 49 mxmonv/n. 20.09.13 2. pebenok sxcmpenno nepegeder 8 AO/KP.

Cocmosanue npu nocmynienuu 8 AOHKE msacenoe. Pebenok esnviil, 3amop-
MmodiceHHbll. B coznanuu. Annemum omcymcmeyem. Temnepamypa mena 37 epady-
c08. Kooicnwlii nokpos 6aeduwiii, cyxot, yucmolil. Buoumvle causucmole uucmote. Ile-
pugepuueckue 1umgoysvl He yeeaudenvl. Kocmuo-mviueunas cucmema 6e3 8UouU-
Mot namoaozuu. Hocosoe ovixanue c60600H0e, omoensiemo2o Hem. 3e8 po3osviii. B
JIe2KUX NepKymoOpHO €204 bl 38YK. AYCKYIbmamueno ObiXxanue Hcecmroe, Xpunos
nem, Y/[ 28 6 munymy. Tonwvl cepoya npuenywenvt. YCC 120 ¢ munymy. A/ 90/55
Mm.pm.cm. A36lK cyxotl, 0bnodxcen cepvim Hanemom. Kusom ne 630ym, npu nanvna-
yuu 0OCMyneH 80 6cex omoenax, Mackui, oezoonesnennvii. Ilevenv svicmynaem u3-
noo Kkpas pebeproti oyeu Ha 2,5 cm. Kpail 6e300ne3uennviil, maeko-snacmuynsiii. Ce-
nesenka He nanvnupyemcs. Cmyn HcuOKull, KOpUyHeso20 yeemad, ¢ NPUMeChbo CIU3MU.
Obnacmov nouex 6u3yanbHO He usmerena. Ommeuaemcsi NACMO3HOCMb UYd, €K,
cmon, kucmet. /{uypez omcymcmeyem.

IIpu nocmynnenuu 8vlnoaneno obcaedosanue:

B kaunuueckom amanuze awemusi MANCENOU CMENeHU - 2eMO2100UH
35 o/, apumpoyumst 0o 1,33 x 1 0*/1, eemamoxpum 9,8 %,  wucmoyumol 8 60.1b-

wom Koauwecmee, aetikoyumos oo 29 x 109/n, mpomboyumonenus 00 92*10%,
COD 37 mm/uac.
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B ouoxumuueckom ananuze xposu: mouesuna 31 mmonwv/n, kpeamunun 374
MKMOIL/1, 0owul 6enok 49 2/n, entokoza 3,9 mmonv/n, arboymun 28 2/, obwuti bunu-
pyoun 39 mxmonw/n, AcAT 61 Eo/n, AnAT 82 Eo/, kanvyuu 2,10 mmonw/n, CPE 25, 1.
Hccnedosanue 2azo6 u snekmpoaumos kposu.: pH 7,25, kanuii 4,4 mmonv/n, nampuii
128 mmonv/n, kanvyuti 1,22 mmonv/n, xaop 93 mmonwv/n, cyOKOMNEHCUPOBAHHBIU Me-
maboauueckull ayuoos.

Hccneoosanue cucmemor cemocmasza: AIITB 180 ¢, npompombunosoe epems
12 cex., mpombunosoe epemsa 14 c, ¢uopunoecen 1,3 2/n, POMK 3,5 me/100 mn.
Yckopeno obpaszosanue npompombumnasvl no eHewiHemy Nymu C68epmvleaHus, Ha
0CMAanbHbIX 9manax Hopmokoazyasayus. 1 unogubpunocenemusl.

Y3U nouex: nesas - 8,6 x 3,3 cm, napeuxuma 1,3 cm, sxoeenHocms 2 cmenenu,
npasas - 8,5 x 3,8 cm, napeuxuma 1,3 cm, 3xoeeHHoCmb 2 cmeneHu, Kpo8omox & na-
peHxume obeoHeH. Yeenuuenue 3x0-pazmepos NOUeK C BbIPANCEHHBIMU CMPYKMYp-
HOIMU USMEHEHUAMU U pe3KUM o0OeOHeHueM Kpogomoka. Mouesou ny3vipb nycm.
Hanuuue c6o600n01 srcuoxocmu 6 oprownoti noiocmu 8 6orvuiom koauvecmee. Y3U
BHYMPEHHUX OpeaHo8: neuensv - 8,6 x 3,5 cm, 00HOpOOHas, dcenuHvle ny3vipb 5,7 X
1,8 cm, nepecub 6 mene, nooxceryOOUHAs Jicene3a 0OHOPOOHA, Celle3eHKAd 0OHOPO O-
Has.

IKT: pumm cunycoswvi, HCC 130 6 munymy, snekmpuyeckas ocb pachnoslo-
Jocena eepmuxanvio. Henonnas 6Onoxkada mnpagoti noocku nyuka luca. ObmenHvie
Hapyuienus: 8 Muoxapoe.

Bvicmasnen ouaenos: I'emonumuko-ypemuyeckuil cunopom. Ocmpas noveunas
HeooCmMamo4HOCMb, 0IUL0AHYpUYecKas cmaous. Anemus msaocenou cmeneHnu. Pebe-
HOK N0 MANCeCmU COCMOSHUA 20CRUMANU3UPOBAH 8 OmoeleHue PeanuMayuu U UH-
MEeHCUBHOU mepanuu, 20e noay4an jeverue 8 meuerue 33 cymox. C 1-x cymox nava-
ma 3amecmumenvbHas noveuynas mepanus. [uypes nosasuics na 5-e cymxu. Pebenok
NOY4anN aHmubaKmepuaibHy0 mepanuro, 2Il0KOKOPMUKOUOHYI0 mepanuio, 0ONAMUH
8 CNasmMoIumedecKol 003e, UHMY3UOHHYIO mepanuio, NpomueocpuOKossvle npenapa-
mbl, dHMepocopoenmol, hepmermsl, IPUMPONOIMUHDL, npenapamsl Kaivyus. Heoo-
HOKPAMHO OOJIbHOU NPOBOOUNUCH MPAHCHY3UU IPUMPOYUMAPHOU 836€CU U CBedlCe-
3AMOPOI*CEHHOU NAa3Mbl. AHAIU3 MOYU YOaloCb cobOpamb MOIbKO HA 5-e CYMKU:
yeem mouu Kopuuesslii, y0. Bec 1010, benox 6,0 2/a, neiikoyumor 1-2 6 n/3penus,
IPUMPOYUMbL 8 OOILUUOM KOIUYECMBe 8 N/3PeHUsl, YUTUHOPbL 3ePHUCTIbLE.

3abonesanue npomekano maxceno ¢ pazgumuem apmepudibHol 2unepmeH3ul,
ymo nompeb08ano NooKmoueHus Kk mepanuu uneubumopos AIl®., pazsumuem J[BC -
cunopoma. Ha 15-e cymku neuenus y pebenka pazeuiocs ocmpoe Hapyuiernue mo320-
8020 KpOBOOOpAWEHUA UUEMULECKO20 2eHe3d 6 bacceline 3a0Heli M032080U apme-
puu. C 19 cymok - npucoeduHnenue 08yCmopoHHel NOIUCe2MEHMAPHOU NHEGMOHUU C
paseumuem ovixameavHou Hedocmamounocmu Il cmenenu, umo nompeboeano uc-
KYCCMBEHHOU GeHMUNAYUU Je2KUX 8 medeHue 7 CYMOK U CMeHbl AHMUOAKMepUuailbHoU
mepanuu. K 26 cymkam neyenus co Cmoponbsl 1e2Kux Habaro0anacs noao#CumenbHas
OUHAMUKA 6 8UOe YMEHbUIEHUS] 04a208 UHPUILMPAYUU U NOAGNEHUSl CAMOCMOAMENb-
Ho20 3¢hghexmuenoco ovixanus. Pebenox ¢ UBJI cuam. Bceeo 3a epems neuenus 6
OPUT pebenox nomyuun 11 ceancos cemoouanusa.
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K 30 cymxkam ummencuenou mepanuu ypogenv mouyegunvl cocmasun 19
mmonwv/n, kpeamununa 120 mxmonwv/n, K® 36 ma/mun. Ha gpone nposooumozo xou-
cepsamuenozo neyenuss Ha 33 cymxu uaxooucoenusi 8 AO/KEB yposenv mouesumbi
cHuzuncs 0o 15,7 mmonwv/n, kxpeamununa 0o 110mxmonw/n. /lesouka nepegedena 6
omoejieHue Hegponocuu, 20e NPOOOINCULA NOLYUAMb UHPDYZUOHHYIO MepPanuro,
apumponosmunsl, uneubumopsvr AIID, npenapamel xkaneyus, sumepocopobyuro. Ha
gone npogooumoli mepanuu K 55 cymrkam Haxoxcoeuus pebeHKa 6 cmayuoHape 8
aHanuze Kpoeu YyposeHb Mmouesunvl cocmasun 10.0 mmonwv/n, xkpeamununa 50.8
mrmonv/n, K@ 69 ma/mun. B knunuueckom aunanuse kposu cemocnooun 129 2/,
spumpoyumsl 00 4,54 x 1012/n, cemamoxpum 37,1 %,  neixoyumor 9,0 x 109/,
mpomboyumol 455 x 109/x.

B ananuzax mouu coxpamnsanacoe Mmukpozemamypus.

Ha 55 cymku pebenox evinucan 6 y0081emeopumenbHoM cOCMOAHUU.

B oOekabpe 2013z. (uepe3 mecsy nocie 6bINUCKU) — PeOEHOK HAXOOUCS
HA KOHMPOAbHOM 00cedosanuu 6 omoenenuu Hegporocuu AOHKE. [Ipu obcredosa-
HUU 8 KIUHUYECKOM AHAlu3e Kpo8U NoKazameiu 8 npeoeiax HOpmbvl, 8 OMoXumuye-
CKOM aHanu3e Kpogu ypogeHb mouesunsvl 9,2 mMmonwv/1, kpeamununa 42.6 MKMoIb/1,
K® 92 mn/mun. B ananuzax moyu 6e3 namonozuu. Ilo Y3U — ymepennvie cmpykmyp-
Hble U3MEHEeHUs NapeHXUMbL 00eux Nouex.

TpoMOouuToneHus, 00ycJa0BJIeHHASI HAPYIIEeHUEM
pacnpe/ejieHus1 IyJ10B TPOMOOLMTOB

K aTo0if rpynmne npuHaaaeKUT TPOMOOIIUTOTICHUS, 00yCIOBICHHAS 3HAYUTEIb-
HBIM YBEJIMYEHUEM CEJIE3€HOYHOIO IyJia TPOMOOIIMTOB — CEKBECTpaIueii TpoMOOoIIn-
ToB. B HOpME OT 35 10 45% Bcex HMPKYTUPYIOMUX B KPOBU TPOMOOITUTOB 3aXBaThI-
BaeTCsl (CEKBECTPUPYETCS) CENEe3EHKON, N3 KOTOPOH OHU MOTYT B Cllydae HEOOXOU-
MOCTH CHOBa BO3BPATUTHCS B CUCTEMY KpoBooOparieHus. CekBecTpamusi TpoOMOOIIH-
TOB MOXXET yYBEIIMUMBATHCS TIPH 3a00JIEBAHUSAX, COMPOBOKIAIOIINXCS CTNIEHOMET AN -
eit. U3 Takux 3aboneBannii Hanbosee 4acTo BCTPeUaeTCs UPPO3 NEYSHH C MOPTalb-
HOM TUNIEpTEH3HUEN, CApKOUI03 U APYTHe TPaHyJIeMaTO3HbIe 3a00JI€BaHUs, JICUKO3bI U
mumpomsbl, curnpom dentu, 601e3HN HAKOIUIEHUS TUNUAOB (Oone3Hs [ome u apy-
rue). B Tskenbix ciydasix B CeJIe3eHKEe MOXKET cekBecTpupoBathbes 10 80-90% uup-
Kynupytomux TpomoboruToB. [larodusuonorust TpoMOOIIMTONICHHH TIpH 3200I€BaHU-
X, MPOTEKAIOIIUX CO CIUICHOMETAINEH, OKOHYATEeIbHO HE BblIiCHEHA. OJUH U3 BO3-
MOXHBIX MEXaHU3MOB — OY€Hb MEJICHHOE MPOXO0KJICHUE KPOBHU YEPE3 COCYIUCTYIO
CUCTEMY CEJIE3€HKU U 3aJIepkKKa TPOMOOIIUTOB B €€ PETUKYJIOIHAOTEIUATbHON CH-
cteMe. TpoMOOLUTHI CENE3€HOYHOTO Myja HaXOJsATCS B ONPENEICHHOM AWHAMUYe-
CKOM COOTHOILIIEHHH C HUPKYJUPYIOIIUM B KPOBU TPOMOOIIUTAPHBIM MYJIOM U MOTYT
MOOMIN30BATHCS U MOCTYNHUTh B KPOBb MOCJE UHBEKIUU aJpPEHAIMHA U TPOMOOIIU-
tadepe3a. YcTaHOBIEHA TaKKE BO3MOXKHOCTh YCKOPEHHOTO pa3pyllieHus TPoMOOIu-
TOB TIPY TPOMOOTICHHSIX, CBS3aHHBIX C MATOJIOTHEH cele3eHKH. C MOMOIIBI0 U30TOT-
HBIX METOJIOB MCCJIEAOBAaHUS YCTAHOBJIEHO YKOPOYEHHE >KU3HU TPOMOOILMTOB Yy
OOJIBHBIX IIUPPO3aMU MEUYECHH U MOPTAIHHON TMIEPTEH3UEH. ITOT MEXaHU3M pa3BU-
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TUS TPOMOOLIMTONIEHUU Y AAHHOW IpyHIbl OOJIBHBIX MCCIEI0BATENN CKJIOHHBI CUM-
TaTh IVIABHBIM.  JluarHocTukKa TPOMOOIIUTONIEHUH, O0YCIIOBIICHHOM CEKBECTpaluen
TPOMOOIIUTOB B CEJIE3€HKE, OOBIYHO HE CJIOXKHA, TaK KaK UMEIOTCS KIMHUYECKas Kap-
TUHA OCHOBHOT'O 3a00JieBaHUS W BbIpaXK€HHas cruieHoMeranus. [lpu uccienoBanuu
nepudpepruueckoil KpoBU 0OHAPYKUBAETCS CUHAPOM MAaHUUTONEHUH (aHEMUs, JIEHKO-
neHust, TpoMOonuTonexus). KonuuaecTBo TpOMOOLIMTOB B KPOBH y OOJBHBIX IUPPO-
30M IICYCHH MOXKET OBITh Jaxe MeHbire 20x10%/1, HO Takas 3HAYMTEIbHAS TpomMbO-
LHUTONEHUs HaOmoaaercs peako. CUHAPOM CIJIEHOMETaIMU B COYETAaHUU C MaHLHUTO-
neHue 0003HavaeTcsl TakK€ TEPMUHOM TUIEPCIUIEHU3M. Y OOJIbHBIX THIEpCILIe-
HU3MOM TPOMOOIIMTHI UMEIOT MEHBIIHUE pa3Mephbl MO CPABHEHUIO C TPOMOOIUTAMU
Opy ayTOUMMYHHOM TPOMOOILIMTONIEHUYECKOW MypIType, YTO MOXKET Jaxe CIYKHUTh
¢ depeHnmanbHO-qUarHocTuyeckum npuznakom mexay AUTIL u tpomOGornuTorne-
HUEH, CBA3aHHOMU C yBEJIMYECHHEM celie3eHKU. [Ipu uccienoBaHuy MyHKTaTOB KOCTHO-
ro Mo3ra OOJIbHBIX C CHHPOMOM THIEPCIJIEHU3Ma ONpPeeNsieTcss yMEpPEHHOEe MOBbI-
IIEHHE KOJMYECTBA METaKapUOIIUTOB.

TPOMBOLUTOIIATHUMN.

TpombouuTOonaTu — rpymnmna TeMOppParuyecKux IUaTe30B, OOYCIOBICHHBIX
HapylieHueM (PyHKIIMOHAJIBHOTO COCTOSIHUSI TPOMOOIIMTOB (KauyeCTBEHHBIE HapyIlle-
HUS1) HACJIEICTBEHHOTO MJIM MPUOOPETEHHOTO reHe3a.

Knaccupuxayus mpomboyumonamuii u ouchyuxyutl
mpomboyumos. (3.C.baprazan 1988, 2005 22)
A. HacnenctBeHHbIE U BPOKIEHHBIE (DOPMBI.
1. Cpsi3anHble ¢ MeMOpaHHBIMH aHOMANUSIMU (BCe BapuaHThl TpoMmOacteHuu [ nsHII-
MaHa, ICCeHIMalIbHast aTpomMbusi, anoManusi bepnapa-Cyinbe u ap.)
2. BHyTpHUKJIETOUHBIE AHOMAJIUU:
a) 00JIE3HU HEJAOCTATOYHOTO MyJIa XPAHECHUS:
-nepunut MIOTHBIX (0e30enKkoBbIX) TpaHyn (Oone3Hb XepxmaHckoro-lIlymmaka,
TAP-cunznpom u ap.);
-neunut o-Tpanyn (OENIKOBBIX) — CHHIPOM CEPhIX TPOMOOIIUTOB H JIp.
0) HapyIIeHNEe PEAKIIUU BEICBOOOKICHUS TPAHyJ U UX KOMIIOHEHTOB:
-eUIUT IUKIOOKCUTCHA3HI;
-neunuT TpOMOOKCAaH-CUHTETA3bI;
-IpyTUe MaTOreHETUIeCKrEe (DOPMBI.
3. CMmernranHbIe TPOMOOIIUTAPHBIE HapylieHUs (anomanuu Mes-XerimHa, Buckorra-
Onppuya u ap.).
4. lncyHKIMA MIa3MEHHOTO TeHEe3a W MPU COCYAUCTHIX TUCTIIAZHSIX:
a) 6osie3np Bunnebpanna;
0) aHomanuu KoJuiareHa — Ooje3Hb Jnepca — JlaHino U Apyrue Me3eHXUMalbHbIe
JTUCTUTa3UH.
b. ITpuobpeTeHHbIe TPOMOOIIUTONIATHN
1. IIpu remob1acTo3ax:
a) Je3arperaioHHble TUIIOPEreHepaTopHbie; 0) popMbl moTpedeHus (Ipu pa3BUTUU
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JIBC-cunapoma); B) CMEIIAHHOTO THUTIA.
2. Ilpu muenonponudepaTUBHBIX 3a00JIEBaHUSAX M ACCEHUUATBHOU TpoMOouuTe-
MUM.
3. IIpu B12-neduuutHoi anemumu.
4. Ilpu ypemun (napymenne AADT, nocrynHocTu (pakTopa 3, pexe - peTpakuuu
CTYCTKa).
5. Ilpu ABC-cunnpome u aktuBanuu GuOpuHOIN3a — OBICTPOE MOTPEOIICHUE TPOM-
O60UMTOB U OJI0KaJa X QYHKIUU NPOAYKTaMU paciuerieHus puopuHoreHa.
6. [Ipu uuppo3ax, OMyxodsiXx W Mapa3UTAPHBIX 3a00JEBAaHUAX NEYEHU (HAPYIICHHE
AADT BcieacTBUE META0OJUYECKUX HApYUIEHUM, CEKBECTpalUd TPOMOOIUTOB B
NOpTaIbHON cucTeMe, MoTpedneHuu ux npu passutuu ABC-cunapoma).
7. biiokaga TpoMOOIIMTOB MaKpo- U MapanpoTeuHaMu (MuesroMHas 00ye3Hb, 00JIe3Hb
Banpaenctpema, MOHO- ¥ MOJIMKIOHOBBIE TaMManaTUy U JIp.).
8. IIpu nunre (mapymenue AJld-arperanun).
9. [Ipu ropMOHATBHBIX HAPYIIEHUAX (TUIIO- U AUCTUPE03aX, TUIIOACTPOTCHUH U
Jp.)
10. JlekapcTBeHHBIE M TOKCHI€HHbIE (IIpU JIEYEHUH HECTEPOUIHBIMU MPOTHU-
BOBOCTIAJINTEILHBIMU TIpenapaTaMu, alleTUIICATUIMIOBON  KUCJIOTOH,  MUpa3oJio-
HOBBIMH  MPOU3BOAHBIMH, OyTa30JIMANHAMU, Opy(hEeHOM, HHIOMETAIIMHOM, 3 — aj-
peHoOJI0KaTOpaMu, AUMUPUIOMOIIOM, OOJIBIIMMH J03aMHU  TalaBepuHa U  HEKO-
TOPHIMH AHTUOMOTHKAMU (KapOEHHIMJUIMHOM, MEHUIIWJUTMHOM), TPaHKBHIJIM3ATOpa-
MU, MOUYETOHHBIMU  TpernapaTamMu, HUTpodypaHamMHu, aHTUTUCTAMHUHAMH, ITUTO-
CTaTHUKaMU U APYTHUMH CPEJICTBAMHU), TIOCIIE MTPUEMa aJIKOTOJIS.
1 1. ITpu my4eBoit 6oJsie3HU.
12. TTpu MaccuUBHBIX TeMOTpaHCHY3UAX, HHPY3UIX PEOTOTUTIIIOKUHA.
13. IIpu Goapimux TpoMO03ax.

OyHKIMOHAIBHO-MOpdoorudeckue GopMbl TPOMOOITUTONIATHN
1. ®opmbl ¢ IpEeUMYIIECTBEHHBIM HApPYIIEHUEM arperaiioHHON (QyHKUuU  (me3a-
rperaiMoHHasl) W COXPAHCHHOW peaKIueil BEICBOOOKICHHUS:
a) ¢ pa3BEepPHYTHIM HapyIICHUEM arperalluoHHON QyHKIUU:
- Tpombonmroactenus (tpombactenus) ['mannmana | u |l TumoB (MonexynspHbIH
MapKep — OTCYTCTBHE B MeMOpaHe perentopos |1s/1a);
-3CcCeHIManbHas arpoMbusi | Tuma (mesarperanoHHasi TPOMOOIUTONATHUS pa3-
BEPHYTOT0 TUTIA 0€3 JeuInTa TITMKONPOTEHHA ¢ MOJUTeKY IsipHO# Maccoi 135 000);
-opmebl ¢ ocabnenneM peakiuy Ha TpoMOOKcaH A2;
-ipyrue GopMmal.
0) mapruanbHbIe Je3arperalioOHHbIe TPOMOOIIUTOTIATHH
-C M30JIMPOBAHHBIM HapyUICHHWEM KoJulareHarperamnuu, 0e3 MakpoIHUTO3a U ApYy-
TUX HapYILICHUN;
- aHoMauu Mes-Xerianna;
- popmbl ¢ n3oMKMpoBaHHBIM HapylieHueM AJI®- u (unu) TpoMOMHaArperanuu;
- anomainus [Tupcon-Croba;
- IPY HACJIEICTBEHHOW auOpUHOTCeHEMUH;

- Ipyrue popMsl.
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2. ®opMBI ¢ HAPYIICHUEM PEAKITUU BHICBOOOXKICHUS U OTCYTCTBUEM BTOPOUM  BOJHBI
arperaiuy — aclMpPUHONONOOHBIA  CHHIPOM, 3CCEHIMAJIbHAs aTpoMOus 2 TuUna u
7p.

3. bose3Hu HeIOCTaTOYHOTO MyJia XpaHeHus (AeUIUT rpaHys U UX KOMIIOHEHTOB) C
OTCYTCTBHUEM BTOPOM BOJHBI arperalyu:

a) ¢ HEJJOCTAaTKOM IUTOTHBIX TeJell 1 Thma u ux KOMIoHeHToB - AJID, cepoToHMHA,
aJipeHaInHa:

- ¢ anbOuHU3MOM (cuHapoM XepxkmaHckoro-Ilymiaka u ap.);

- C aruIa3uey Jy4eBOM KOCTH;

- pu cuHapoMe Yenaumaka-Xuracu;

- opmbl 6e3 abOMHN3MA U aHOMAJIUH CKeJleTa.

0) ¢ HegoCcTaTKOM IUIOTHBIX Tenell || Tumna (a-rpanyis U UX KOMIIOHEHTOB - aktopa 4
(aHTHTENapUHOBOTO) M €ro HocuTens, B-TpomOornodynuna, poctoBoro (akropa-
CUHJPOM CEpPBIX TPOMOOITUTOB | JIp.

B) C M30JINPOBAHHBIM HAPYIICHHEM XPaHCHUS JTU30COM U KUCJIBIX THPOJIA3.

4. ®opMbl ¢ NPEUMYIISCTBCHHBIM HAPYIICHHEM aJre3ud TPOMOOIMTOB K KOJIIa-
reHy u cTekny (0e3 3aKOHOMEpPHOTo HapylieHHs (U3UOJOTHYECKUX BUOB arpera-
LWHN).

- (hopMBI ¢ HapyIIEHHON PUCTOMUIIMHATPETAIIUEH:

a) MJIa3MEHHOTO TeHe3a — Oosie3Hb Bunebpanaa (ocHoBHast popma, o0ycioBiIeHHas
nape3oM cuHTe3a ¢aktopa BumieOpanaa, 1 HEKOTOpbIe aHOMAaJIbHbIE (DOPMBI);

0) AMCIIIACTUYECKOTO TPOMOOIIMTAPHOTO T'eHe3a — MaKpOIMTapHas TPOMOOIIUTOIHUC-
Tpodus bepnapa-Cynbe,  TpoMOOIUTapHBIN TNCEBIOBUIIIEOPAHIOBCKUN CUH-
JIPOM;

B) TUIa3MEHHO-TNIACTUHOYHOTO TeHe3a — cuuApoM Bunnebpanna-lOpreunca, 3 Bug 60-
ne3nu Bunminebpanna.

- (opMBI ¢ HOPMATBLHOW PUCTOMUITUHATPETAITUEH

a) HEKOTOpbIE MOJIEKYJIIpHBIE BapuaHThl 00Je3Hu Buinebpanna;

0) opmBI ¢ U30TUPOBAHHBIM HAPYIIEHUEM AJT€3UN TPOMOOIIMTOB K KOJIJIATeHY;

5. ®opMbI ¢ ACHUIIITOM U CHIDKCHHUEM JOCTYIMHOCTH (hakTopa 3 (0e3 CyIeCTBEHHOTO
HapYIICHUS aJre3UBHO-arperaioHHON () YHKIINHN ):

- C TCHETHYECKH O0YCIOBIEHHBIM Jehunutom gakropa 3-BpoKICHHbIE NeDUITUTHBIC
tpoMOonatuu o boye u OBeny;

- ¢ HapyIICHWEM JTOCTYMHOCTH (0CBOOOXeHUs) dakTopa 3 MpU aare3ud U arpera-
uu— QyHKIIMOHAIBHBIE TpoMOonaTiu o boye u OBeny.

6. Cnoxubie aHOMATUU TUCPYHKITUU TPOMOOIIUTOB, COUETAIONINECS C IPYTUMU Te-
HETUYECKUMU Je(heKTaMu:

- IPU UMMYHHBIX HapylIeHUs X — cuHApoM Buckorra-Ongpuya (¢ MUKpOTpOMOOLIH-
TOINEHUEN );

- ipu pepmenTONaTUAX - rukorenossl | u |l Tuna u ap.;

- IpU AUCIUIA3USIX COCIMHUTENbHON TkKaHu (cuHapom Oinepca-/lanno, Mapdana u
ap.);

/. HenoctatouHo UIeHTU(UIIUPOBAHHBIE (POPMBI:

- CpPEeaM3EMHOMOPCKass MaKpOTPOMOOIIMTOMATHYECKAss TPOMOOITUTOIICHUS C BPOXK-
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JIEHHBIM HE(QPUTOM U TITyXOTOMH;
- TPOMOOIIMTONIEHUYECKasi TPOMOOLIUTOACTCHUS;
- Ipyrue GopMsl.
Knnnundeckue nposiBjieHusi TPOMOOIUTONATUN U UX JUATHOCTHUKA.

3anog03pUTh TPOMOOIMTONATHIO CIAEAYET Y OOJIbHBIX C FeMOpparusiMu Iere-
XHAJIBHO — MATHUCTOTO THUIIA, MEHOPPArusiMU HESICHOTO I'eHe3a, IECHEBBIMU U HOCO-
BBIMU KPOBOTEUCHHSIMU, MPOJOTKUTEIBHBIM MOJATEKAHUEM KPOBH IOCIE YAaJICHUS
3y00B, HEOONBIIKNX MOPE30B. [Ipu 3TOM KOJIMUECTBO TPOMOOIIMTOB B IMpejiesiax HOP-
MBI WJTU CJIETKAa CHUKEHO, MOXKET OBITh YJIMHEHO BpeMs KpoBoTeueHusi. OTmMedaeTcs
MaTOJIOTUSl TIPU UCCIEAOBAHUM aJIN€3UBHO-arperaliiOHHON (PYyHKIIMH TPOMOOIUTOB.
Jl1st 3TOM 1€ HEOOXOAMMO MPOBEACHUE LIENIOTO Psija CIEeIHAIbHBIX TECTOB, KOTO-
pbhl€ Jal0T BO3MOXKHOCTH BBISIBUTH MOP(OJIOTHYECKHE aHOMaJMd TPOMOOIIUTOB H
HapyleHne ux PyHKIWi. ITH METOAUKU TOAPOOHO U3JIOKEHBI B psJie paboT, omyo-
JUKOBaHHBIX B mepeune nuteparypsl (bapkaran 3.C., Momot A.Il. JIlnarnoctuka u
KOHTpOJIMpyeMas Tepamnusi HapyuieHuil remorcasa, Mocksa, 2008; Momot A.IL Ila-
tosiorust remoctasa, CI16, 2006; Momot A.I1. CoBpeMeHHbBIE METO/IbI paciO3HABAHUS
TpoMOoTHueckoi roroBHOCTH, bapnayn, 2011; Ilerpumes H.H., [lanasu JLIL., I'e-
mocTtas, CII6, 1999 u ap.). [lpu nuarHoCTHKE HACJIEACTBEHHBIX U MPUOOPETCHHBIX
TPOMOOIMTONATH OOJIBIIIOE 3HAUEHHE UMEET TIATEIHLHO COOpaHHbBIN aHAMHES3.

Ta6uuya 6.
Ilokazamenu zemocmasa npu mpomooyumMonamusnx

IMoxka3zarenun, xa- | [loka3zarenn, xapakrepusywuue KOAryJIsilMOHHBIM TIe-
paKTepusyllue | MoOCTa3

COCYIMCTO-

y Iloka3zarenn, xa- | Iloka3aream, xa- | Iloka3arennu,
TPOMOOUHTAp- aKTepu3yHIIHe aKTepu3ylOlIue | XapakTrepu3s
HbIl reMocTa3s p pusy qu P P X t p pH3y

«BHYTPEHHM I «BHEIIHHI» MYTh | IOIIHE «KOHEY-
NIyTh CBEPTHIBA- | CBEPTHIBAHUA HbIID» nyTh
HHS KPOBH KPOBH CBEpPTHIBAHUS
KPOBH
Yucao Tpombo- | BCK mno Jlm - | IIporpomOuHoO- TpomOuHoBOE
HUTOB Yaiity BO€ BpeMms BpeMs
Bpemsi  pekaab- | [Iporpom0OuHoO- Conepxanne
nupuKaIu BbIH HH/EKC ¢pudpuHoreHa
IJ1a3Mbl no Pyroepr
JUIATEJIbHOCTD KaosnnoBoe AKTHBHOCTH
KPOBOTEYeHMS BpeMsi  CBEpThI- ¢axrTopa Xl
BaHMS MJ1a3Mbl
Mmueaorpamma AYTB
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Hacneocmeennvie oezaepezayuonnvie mpomooyumonamuu

Paszeepnymuie gpopmur 6e3 cyuwecmeennozo Hapyuienus «peakyuu 0ceo60xcoe-
Husy. Tpombacmenus I'nanymana. Briepeie 3a001eBanue ObL10 onucaHo B 1918 1.
KAaK HAaCJEICTBEHHOE, MEPEIAOIIeecs 0 ayTOCOMHO-PELECCUBHOMY WJIM JTOMUHAHT-
HOMY THUITy HAclleJOBaHUs C HEMOJIHOM MeHeTpaHTHOCThIo. [IpeacTasnsieT coboil re-
MOPpPAaru4eCcKUil AuaTe3, MpU KOTOPOM OTMEYAETCS yIJIMHEHHE BPEMEHHU KPOBOTEYE-
HUs, & TAKXKE TOJIHOE OTCYTCTBHE WMJIM PE3KOE CHUKEHHE MHTEHCUBHOCTU PETPAKLUN
KpPOBSIHOTO CT'YCTKa Ha ()OHE MPAKTHUYECKH HOPMAIBHOI'O COAEpP>KaHUS TPOMOOIUTOB
B equHule KpoBU. OCHOBHYIO pOJib B MPOUCXOXKIECHUU TpoMOacTeHUM | iaHIMaHa
urpaer HacieacTBeHHbId neduuut raukonporenioB Il u Illa B o6omoukax Tpom6o-
LMTOB, B PE3yJIbTATE YETO HAPYIIAETCS UX B3aMMOJICWCTBUE C areHTAMH, BBI3BIBAIO-
muMH arperanuio. OOpazoBaHue B TpoMOOLUTax TpoMOOKcaHa npu Oone3nu [ nani-
MaHHa He HapyueHo. CoaepxaHnue B TpomOouuTax (UOPUHOreHa OUYE€Hb PA3IUYHO.
JT0, TaK K€ KaK U1 HEOAHOPOJHOCTh HEKOTOPBIX APYTUX XapAKTEPUCTHUK, MTOCITYKHUIIO
OCHOBAaHHMEM JJIs BBIIENEHUS JIBYX MOABUIOB TPOMOACTEHHWU — CO CHIKEHHBIM (I
Tum) U HopMabHBIM (11 THIT) comepkanreM puOpHHOTEHa B KPOBSHBIX TUIACTHHKAX.

VY 00nBHBIX HA KOXKE XapaKTepHBbI MEJIKME KPOBOMBIIUAHMS, CUHAKHU. [ eMoppa-
TMYECKUI CUHIPOM 3aMETHO 00Jiee BHIPAXKEH B JIETCKOM M IOHOIIECKOM BO3pacTe U Y
JIUIT ’KEHCKOTO T0JIa, YTO CO3/aeT BIIEYaTIEHHE O OOJIBIION YacTOTe TPOMOACTEHUH Y
KEHIIMH, XOTS TUCPYHKIUS TPOMOOIIMTOB B CEMBSX C 3TOU 0OJIE3HBIO BCTpEYAEeTCS
OJIMHAKOBO 4acTO y Jinll 06oux moJioB. Hanbomnbiryro nmpobiemMy MpeAcTaBisioT Ma-
TOYHBIE KPOBOTEUYEHUS, KOTOPBIE B Ps/IE CIy4aeB MPUHUMAIOT 3aTSKHOM XapakTep,
IPUBO/JISL K MOTEPE JOBOJBHO OOIBIIOI0 00beMa KPOBH, K TSKEIONW MOCTTeMOpparu-
YEeCKOM aHeMHUH U reMopparnueckoMmy koiarcy. Cepbe3Hyr0 OMacHOCTh TasiT B ce0e
KPOBOM3JIHMSHUS B CETYATKY Ij1a3a, B MO3T U €ro 000JIOYKH.

Bpau nipu noctaHoBKe JUarHo3a OCHOBBIBAETCS HA BBISIBJICHUH HAPYUICHUM af-
re3WBHO-arperaimoHHon (QyHKIIMU TPOMOOIIMTOB, HAPYIICHUH MUKPOIIUPKYIITOPHO-
ro reMoCTa3a U peTpaKkMy KPOBSIHOTO CI'yCTKa MPYU HOPMAJIIBHOM COJIEPKAHUH TPOM-
OOLIMTOB B KPOBU, HOPMAILHON MX BEITUYWHE, OTCYTCTBUU BUIUMBIX MOPQOIOTHYE-
CKHX W YJIbTPACTPYKTYPHBIX HM3MEHEHHI. Bce mapamerpsl KOaryiasiiMOHHOTO TeMo-
cTaza npu TpoMmOacTeHMH [JaHIIMaHa OCTalOTCS HOPMAalbHBIMHU; COJIEpKAHUE B
miazMe pakropa 3 TPOMOOIIUTOB M €r0 OCBOOOXKIEHHE HEe HapymarTcs. Mckimoue-
HUE COCTaBJSIET KpaifHe penkas opma — TpombOomaTtuyeckass TpoMOACTEHUs, BIEP-
Bble onucaHHas M. M. ®@pankom B 1956 1. [Ipu 3TOM 3a005I€BaHNN CHUYKEHA aKTHUB-
HOCTh (hakTopa 3 TpomOouuToB. KomnuecTBeHHOE OIpeneseHre BhIABISET nepuuut
U CHIDKEHUE 0CBOOOXKIeHus (akTopa 3.

OAccenyuanvras ampomous BrepBble onucana B 1954 r. o nacnenoBanuto oc-
HOBHBIM TIapaMeTpaM HapylieHus (YHKIHU TPOMOOIUTOB M KIMHUKE JTaHHAS MaTO-
gorusi Onm3ka K TpomOactenmu [nmaHmmana. OT TpoMOacTEHUM ACCEHIIUANIbHAS
aTpoMOMs OTJIMYAETCS] HETIOIHBIM HAPYIICHUEM arperaiioHHbIX QYyHKIHNN KPOBSIHBIX
IUTACTUHOK. PeTpakuus crycrka npu 3CCEHIUATIbHONW aTpOMOMM COXpaHEHa, COMAep-
KaHWE aKTMHWHA B KJIETOYHOW MEMOpaHe HOPMAJIbHO WM HEMHOIO0 CHUXEHO, CO-
XpaHeHa CIOCOOHOCTh TPOMOOIIMTOB 3akpemiiaThess Ha (ubpune. [loMmumo ykazan-
HBIX BBILIE TPOMOOLMUTONATHH €CTh PsiA APYrux (opMm c HapylIEeHHEM BCEX OCHOB-
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HBIX arperalMoHHbIX (PYHKUMN O€3 CYIIECTBEHHOI'O OCIAa0JIEHUS «PEaKIMH OCBO-
OO0 JIEeHUS» TJIOTHBIX TPaHyJl U UX KOMIIOHEHTOB.
llapyuanvrule oezazpezayuonnsvie mpomboyumonamuu
be3 HapyueHUs: «peakyuu 0C8000HCOEHUSLY

llapyuanvnas Oesazcpecayuonnas mpomooyumonamusi ¢ U30JIUPOBAHHBIM
HapyuieHuem KoJlazeH-azpecayuy. 3abdojieBaHUe BIepBbie onucaHo B 1967 r. [luc-
GyHKIHMS TPOMOOIIUTOB XapaKTEPU3yeTCs OTCYTCTBHEM CIIMIAHUS KPOBSHBIX ILia-
CTHUHOK, «peaKkius OCBOOOXICHUS» HE HapyIlIeHa, MaTOJOTUU CBEPTHIBAIOIICH CH-
CTEMBI KpOBH HE BBIsBIIIETCS. Mopdonoruuecku TpoMOOLUTHl HE U3MEHEHBI, Hapy-
neHue ux PyHKIUU HE YCTpaHSAETCs N00aBJICHHEM HOPMAaJIbHOM IJIa3Mbl U AHTUTE-
MOQUIBHON TUIa3Mbl, YeM JaHHOE 3a00JIeBaHUE OTJIMYAETCsS OT Jerkoi ¢popmbl 060-
ne3nu BunneOpanaa u cunapoma bepnapa — Cynbse. Hacnenyercs 3abosieBanue mo
ayTOCOMHO-JOMHUHAHTHOMY THUITY. BoJI€3Hb NPOSBISETCS KPOBOTOUYMBOCTHIO C paHHE-
ro JIETCKOT0 BO3pacTa; HauboJiee YacThl MSATHUCTHIE KPOBOUBJIMSIHUS HA KOXKE, CUH -
KU, TOSIBJISIOIIMECS CIIOHTAHHO WJIM TPHU CaMOM JIETKOW TpaBMe (TPEHHE OJCKIIbI,
MBIThE), KPOBOU3IUSHUS B CIU3UCTBIE OOOJIOYKH, JIECHEBbIEC, HOCOBBIE M MAaTOYHBIE
KpOBOTE€UECHUSA. BO3MOXHBI KETyI0UYHO-KUIIICYHBIE KPOBOTCUCHHS, a TAKXKE KPOBO-
TEUEHHS] TIPU ONepauusix, B pojaax. BhIpaK€HHOCTh TeMOpPParu4eckoro CUHIApOMa
OYEHb pa3nuyHas. BpeMs KpoBOTE€UEHUS 3a4aCTyIO YAJIMHEHO.

Anomanus Mess — Xezenuna npesicTaBIsIET COOOH PEAKYI0 aHOMAIUIO TPOMOO-
UTOB, HACJIEAYEMYI0 IO ayTOCOMHO-AOMHUHaHTOMYy Tuny. [Ipn gaHHON maTosoruu
TPOMOOIIUTHI YBEIUUYMBAIOTCA B pa3Mepax, AOCTUTas B Auamerpe 6—7 MKM u Oosee.
[lo cBoeit Mopdosoru OHM OYEHb HATIOMHUHAIOT TPOMOOIMTHI NMpu aHoMmainu bep-
Hapa — Cynbe. Y OonbIIMHCTBA O0IBHBIX OBIBACT MOCTOSHHAS WU TIEPEMEKAIOIIAsICS
TPOMOOIMTOICHUS (Yalle Jierkas WIM yMEPEeHHasl, HO B OTJEIbHBIX CIydasX 0XO-
namast 10 8—10 x 109/J1). I'emopparnueckue sBICHUS OTMEUAIOTCS HE y BCEX 0O0JIb-
HBIX. Y CTAHOBJICHO, YTO HEMOCPEICTBEHHOM MPUUMHON pa3BUTH TPOMOOIIMTOTICHUU
IpU paccMaTpUBAEMON MATOJIOTHH SABISIETCS HEIOCTATOYHOE OOpa3oBaHHE TPOMOO-
LUTOB B KOCTHOM MO3re. BpeMsi KpOBOT€UEHHsI HOPMAJIbHOE WM yJIMHSIETCA. Takum
oOpazom, aHoManuto Mes — XerriHa TUarHoCTUPYIOT Ha OCHOBAaHUHU TPOMOOIIUTO-
MEHUU U TUTAHTCKUX TPOMOOIIMTOB, JOMHHAHTHOTO HACIEAOBaHUS TeMaTOJIOTHUYeE-
ckux naedextoB. ['eMopparudeckuid CHHIAPOM MpH aHoManuu Mes — XerriuHa B
OONBIIMHCTBE CIIy4daeB C1ab0 BBIpAXKEH WM OTCYTCTBYeT. OH OOJIbIle KOppeaupyeT
C TPOMOOIIUTOTICHUEH, a HEe C MUCPYHKITMEH KPOBSHBIX TIACTHHOK. [IporHo3 Gmaro-
MIPUSITEH.

esazpezayuonnvie mpomoboyumonamuu ¢ HapyueHuem
«peaxyuu 0c8000HcOeHUA»
K oToi1 BakHOW TpynIie HACIEICTBEHHBIX J1€3arPETallMOHHBIX TPOMOOIIUTO-
MaTuii OTHOCUTCS Pl 3a00JIEBAaHUN U CUHAPOMOB C OTCYTCTBUEM UJIM OYEHb PE3KUM
ocJIabJIeHUEeM JIErpaHyIsalUi TPOMOOIIMTOB U «PEeaKIMi OCBOOOKACHUS TPOMOOIH-
TapHbIX (PAKTOPOB B MPOIECCE B3aUMOJACHCTBUS KPOBSIHBIX IJIACTUHOK C arperupy-
IOIIMMH areHTamu — KoJuiareHoM, manbiMu go3amu AJI® u anpenanunom. llepsbie
OMMCAHUs HACIEJCTBEHHBIX TPOMOOIUTONATUN, OOYCIOBICHHBIX HAPYIICHUEM «pe-
aKIIMM OCBOOOXKIEHUS», ObLIN OomyOauKoBaHbl B 1967 T. Bbuin 4eTKO MpecTaBlIeHbI
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OCHOBHBIE KPUTEPUU TUATHOCTUKHU PAaCCMaTPUBAEMBIX HAPYIIEHUN reMocTasa, B pe-
3yJlbTaTe YEro UX paclo3HaBaHHE CTajao OOIIEeNOCTYNHbIM. B nocineayromme roas B
JUTEpaType MOSIBUIIOCH OOJIBIIIOE YMCIO COOOIIEHUH O TaKUX TPOMOOLMTOMATHSIX,
MpUYEM OTJIeNIbHbIC aBTOPHI HAOIOAIM MHOTHE JECSATKH U JaXK€ COTHU OOJbHBIX.
OTU NaHHBIE HE OCTaBISIOT COMHEHHUS B TOM, YTO TPOMOOILIMTONATUHU, O0YCIIOBIICH-
HbIE HApYIICHUSIMHU «PEaKIUH OCBOOOXKICHUS», MPUHAJJICKAT K YUCIy Haubosiee
MAaCCOBBIX U MTOBCEMECTHO PACIPOCTPAHEHHBIX T€MOPPArHYECKUX TUATE30B, U C HU-
MU CBsi3aHa OOJIbIIas YaCTh «HEOOBSICHUMBIX» (OPM KPOBOTOUUBOCTH — OT JIETKOT'O
MOSIBJICHUSI MEJIKMX KPOBOMBJIMSHUN 10 YIMOPHBIX JECHEBBIX, HOCOBBIX U MAaTOYHBIX
KpoBoTedeHU. O HAKO AUATHOCTUKA HACJIEJACTBEHHBIX HAPYIICHUN «PEAKIIUA OCBO-
O0oxaeHus» (OHM TMEepeAaroTcs MO0 ayTOCOMHO-PELIECCUBHOMY WM ayTOCOM-
HO-JIOMUHAHTHOMY THUITY) TpeOyeT TIIATEeIbHOI0 HUCKIIOYEHUS MHOTOYUCICHHBIX
npuoOpeTeHHbIX (OPM TaKOW K€ MaTOJIOTHMH, B TMEPBYIO ouepe/lb OOYCIOBICHHBIX
JIEKapCTBEHHBIMU CpEACTBaMU (camuuuiaTel, OpypeH, 0yTa3oaugoHbl, HHTUOUTOPHI
MAOQO, xapOeHUIIWIIITNH, OOJIBIIKE 03kl IEHUIIWIIJIMHA U JIp.). BeIpa>keHHOCTH U TIPO-
JOJDKUTENTBHOCTD JICHUCTBUSI ATHUX JIEKApCTB HAa (DYHKIIUIO TPOMOOITUTOB HEOIMHAKO-
BbI, YTO HY)XHO YYUTHIBATh Bpady MpPHU MPOBEJECHUU CPABHUTEIHHON JTUATHOCTHKHU.
Tak, Hanmpumep, auETWICATMIMIOBAS KHUCIIOTa OJOKHUPYET «PEAKIUI0 OCBOOOMKE-
HUS» HE0OpaTUMO, B CBsI3U ¢ 4eM 3P (HEKT ee OJHOKPATHOTO NMpUeMa COXPaHIETCs 10
TOTO MOMEHTA, KOT/1a B KPOBOTOKE YK€ 3HAUUTEIIbHASI YacTh MOBPEXKIECHHBIX TPOM-
OOLIMUTOB 3aMEHUTCS HOBBIMU. [IpHOIM3UTENHHO TAaKOBBI K€ TOCHEACTBUS MpHEeMa
uHAOMeTanuHa. Hapylienus, BbI3BaHHBbIE KapOCHUIIWJIIMHOM, YCTPAHSIOTCS eIle
no3xe — yepe3 10—12 gueid. IT0 3acTaBisieT NPEANONIOXKUTh, YTO YKa3aHHBIA aHTHU-
OMOTHK MOBPEXKIAET HE TOJIBKO IUPKYIUPYIOUTUE TPOMOOIIUTHI, HO U METaKapHUOIH-
Thl. HacieacTBeHHBIE TPOMOOIIMTONATHHN C HAPYIICHHEM «PEAKIIMH OCBOOOKICHUS
HEOJIHOPOJHBI IO MEXaHU3MYy pa3BUTHA. OO 3TOM CBUAECTEIBCTBYET OMOXUMUYECKOE
UCCJIEIOBAaHNE TPOMOOIIMTOB, BBISBISIONIEE Y PA3HBIX IPYNN OOJbHBIX HEOJIHOTHII-
HbIe U3MEHEHHS B COCTaBe (DEPMEHTOB, a TaK)KE€ Pa3HOE COYETAHUE BCEX ITUX HAPY-
[IEHUI ¢ IPYTUMH T'eHEeTUYECKUMHU JedeKTaMu, B MEPBYIO OUepeIb ¢ aTbOMHU3MOM.
Knunanyecku Bce TpOMOOIMTONIATHH C HAPYIICHUEM «PEAKIIMH OCBOOOKICHHS» TIPO-
TEKAIOT OJHOTUITHO W COMPOBOXKAAIOTCS 00Jiee MM MEHEE BBIPAXKEHHOW MHUKPOIIHP-
KyJISTOPHON KpoBOTOUMBOCTHIO. [Ipeobnamator nerkue (oxono 40%) u JaTeHTHBIE
(6onee 20%) dhopmbl 3a00eBaHMUS; YaCThl MAJIO- 1 MOHOCHMIITOMHBIC BapHaHTHI C
KpPOBOTEYEHUSAMHU 1—2 noKanmu3anui.
bonesnu u cundopomer Hedocmamouno2o HAKONAEHUS UTU XPAHEHUS]

B a1y rpynmy BKIII0YarOTCSl HacleICTBEHHbIE TPOMOOIMTONATHUH, IPU KOTOPBIX
HapylieHue (QYHKIIMU KPOBSHBIX IJJACTUHOK OOYCIOBJICHO WX HECIOCOOHOCTHIO
HAaKaIUIUBaTbh, a CJIENOBATEIIbHO, U BBIICIATh NpU OocylecTBiIeHHH remocraza AT
mwiotHble Tpanyibl [ u Il Tuma, cepotonun, aapenanu, ¢aktop 4 U npyrue Bele-
ctBa. [TocKoJIbKY BCE 3TH BEIllECTBA XPAHSITCS B IPaHyJiaX U CEKPETUPYIOTCSI BMECTE C
HUMH (T. €. B POLECCE JIETPaHYJSLHK), TO IPU OOJE3HSAX «HEIOCTATOYHOTO HAKOTM-
JICHUS» C TOMOIIBIO AIEKTPOHHOM MHUKPOCKOIHMH BBISBISIETCS PE3KOE YMEHBIICHUE
qyucia Wik Ja)xe MOJHOE OTCYTCTBUE B IUTOILIa3ME TPOMOOILUTOB TUIOTHBIX TpaHy |
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n Il tumoB. Yka3zaHHble (OpMBI NATOJOTMM HHOrAA O0O3HAYaIOTCAd Kak O0JIe3HU
(cMHIPOMBI) OTCYTCTBHUS IpaHyJl.

B Hacrosiiiee BpeMsi MOXKHO BBIJICIIUTH CIEAYIONIME TPYIIbl U POpMBbI JaHHOM
MaTOJIOTUH.

Bonesnu, 00ycnoBiaeHHbIE HEIOCTATKOM B TPOMOOIIUTAX IUIOTHBIX Tenel | Tu-
na u ux komrnoHeHtoB (AJl®, ceporonuna, aapenanuHa). Hapymenuss tpomOou-
TApHOTO reMocTa3a mpu 3TUX GopMax aHAJIOTUYHBI PETUCTPUPYEMBIM MIPU HEMOJIHO-
IIEHHOU «pPEaKIUH OCBOOOXKACHUS». | TaBHBIMU MpU3HAKAMU, TTO3BOJISIOIIUMU OTIIH-
9UTh OOJIE3HU «HAPYIIEHHOTO HAKOIUICHUS» OT HAPYIICHUN «pPEeaKIUu OCBOOOXKIIe-
HUS», ABIISIIOTCS CIEAYIOLINE:

- TIpu 0OJIE3HSAX HAPYIIEHHOTO HAKOIUICHUS B TPOMOOIIUTAX PE3KO YMEHBIIICHO
conepxkanne AJI®D, cepoTOHUHA U aJpeHaINHA, YTO MOXKHO YCTAaHOBUTH MPH OMpeie-
JICHWUU ATUX BEIIECTB CIEIUATbHBIMU METOIUKAMH;

- MPYU HAPYIICHUSIX «PEAKIMU OCBOOOXKICHUS» COJIEPKAHUE MEPEUHCICHHBIX
BEIIIECTB B KJIETKAX OCTACTCS HOPMaJbHBIM. [Ipu OoJie3HAX HApYyIIEHHOTO HAKOILIe-
HUs1, HA00OPOT, PE3KO YMEHBIIICHO COJIepKaHUE BCEX JIAaHHBIX BEIIECTB.

Bce Gosie3Hn HakoruieHHs MOJpa3feisiloTCs Ha JBe OOJIbIINE TPYNIMbl: 0e3 anbou-
HU3Ma U C aJTb,OMHU3MOM.

Dopmul 6e3 anvOuHU3Ma BKIIOYAIOT HECKOJIBKO pa3HoBUAHOCTEH. [lpu »Toit
¢dbopMe naToJI0ruu TPOMOOIIUTOB YACTO BBHISBIIAETCA JIETKASI MIIM YMEPEHHAs] TPOMOO-
muTornenusi. K atoit moarpynmne oTHOCUTCS O0MbIlasi YacTh paHee ONMHCAHHBIX TPOM-
O0LUTONATHYECKUX TPOMOOIIUTOTICHUIA.

[Tpu Gosie3HsIX HAPYUIEHHOTO HAKOIUICHUS COJAEp)KAaHUE B MUEIIOTpaMMe MeTa-
KapUOLMTOB OCTAETCSI HOPMaJIbHBIM, HO CYIIECTBEHHO HApYIICHBI CTPYKTypa 3TUX
KJIETOK M TIPOLIECC OTIIHYPOBKH OT HUX TPOMOOIMTOB. B Merakapuonurax ooHapy-
KUBAETCSl HAPYILIECHHE CO3PEBAaHUS TpaHy, 3aJepKKa Pa3BUTHS HSHAOIIa3MaTH4e-
CKHUX MeMOpaH, aHOMaJIbHOE paclpeie]ICHUE TIMKOTeHa, Majoe KOJIMYECTBO My3bIp b-
KoB B anmapare ['onpmku. B HEKOTOpHIX ciiydasix 00JIe3HH HApYIIEHHOTO HAKOTLIE-
HUSL COYETAIOTCS C HAKOIUICHHEM B TPOMOOIIMTAaX CEPOro MUTMEHTA, BBISBISIEMOTO
MIPY CHEIUATBHOM OKpAacKe Ma3KOB. DTO TaK HA3bIBAEMbBIH CHHJIPOM «CEPBIX TPOMOO-
nuToB». Jlig OONBIIMHCTBA paccMaTpUBaeMbIX (OPM  XapaKTepHO ayTOCOM-
HO-ZJJOMWHAHTHOE HACJIEIOBaHUE, CBA3AHHOE C TPYIIION KpoBHU. ['eMopparmdyeckuit
CUHJPOM IIPpHU OOJIE3HSAX HAPYIIEHHOTO HAKOIUIEHUS TAKOM e, KaK U MPU CUHJIPpOMAaX
C HapYIICHUEM «peaKIuu ocBOOOXKIeHUs». OH HECKOJIBbKO 0oJiee BBIPAXKEH MPHU CO-
MyTCTBYIOIIEH TPOMOOIIMTONIEHHUH.

Dopmbl ¢ anvounuzmom. VI3 nanHoU rpymibl 0one3Hel HAKOIIJICHUS PAHBIIE
OCTAJIBHBIX OBLI BBISABICH W Oosiee MOAPOOHO HM3YyYEeH CHHIPOM XepocMAaAHCKO20 —
Ilyonaxa (1951). JlaHHBII CHHAPOM BKIFOYACT B CeOsl COYETAaHUE FeMOPPArunIecKoro
nuares3a, NaToJIOTMM MUTMEHTHOro OoOMeHa (anbOMHK3M) M HAKOIUJICHUS B KpOBe-
TBOPHBIX KJIETKaX KOCTHOIO MO3ra ocoboro nurmenrta. PaccmarpuBaemoe 3aboseBa-
HUE BO3HUKAET, KaK MPaBUJIO, Ha (POHE MATOJIOTUU HAKOIUICHUS TJIOTHBIX TPaHyJ] B
TpombOonuTax. Kak u npu apyrux 00Jie3HsAX HaKOTUICHUS, TUCPYHKIIUS TPOMOOIIUTOB
P 3TOM CUHJPOME MPOSIBISETCS HAPYUICHUEM PAa3IUYHBbIX BUAOB arperanuu, Hu3-
KUM HakoruieHueMm B 3Tux kietkax AT®, AJ/[D, cepoToHHHA, TOYTH MOJIHBIM OTCYT-
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CTBUEM TpaHyJl BbICOKOW MIIOTHOCTU. KoandyecTBO TpOMOOIIUTOB OCTaeTCs, KaK IMpa-
BUJIO, HOPMAJIbHBIM, PETPAKIIUSI KPOBSHOTO CTYCTKa HE CHUXKaeTcs. Bpems kpoBoTe-
YEeHUsI, KaK U MPU BCEX IPYTUX TPOMOOLUTONATHUSIX, YACTO ObIBACT YAJIMHEHHBIM.

Hacnenyercsa cunnpom Xepxmanckoro — Ilyamaka ayTOCOMHO-AOMHHAHTHO.
CBs13b AUCHYHKITUU TPOMOOILIMTOB C aTLOMHU3MOM YKa3bIBaET HA UX T€HETUUYECKYIO
OOIIHOCTh WJIW CLEIUICHHOCTh T'€HOB, MYTAIlUsl KOTOPBIX OMpPEAENISeT 3TH Hapylle-
Husg. KpoBOTOUMBOCTH MPU paccMaTpUBAEMOM CHHJIPOME OOBIYHO YMEPEHHO BBIpa-
’KCHA U HE TPeJCTaBIsAeT cepbe3noit onacHoctu (Anderson P.,et al. 2002).

Cunapom Xepxmanckoro — Ilynnaka Habmrogaercs u y aull 6€3 aap0MHU3MA,
B CEMBSX C 3TUM CHUHJIPOMOM KPOBOTOUHUBOCTH U AUCHYHKIHS TPOMOOIIUTOB MHOTIA
BBISIBJIIIOTCS M 'y HE anbOUHOCOB. ClieoBaTeIbHO, K 00JIE3HIM HApYIIEHHOTO HAKOTI-
neHus 0e3 allbOMHM3MAa HYKHO OTHOCUTH JIMIIb TAaKUE CIy4au, MPU KOTOPHIX albOu-
HU3Ma HET HU y caMOTo OOJILHOTO, HU Y BCEX €r0 POJICTBEHHUKOB.

NmMmeroTcs u HEKOTOphIE APYrue paziuuus Mexay O0JIe3HAMHU HAKOIICHUS Y
aTLOMHOCOB U HETbOMHOCOB. TPOMOOIIUTOINECHHS BCTPEUACTCS] OYCHBb PEAKO Y allb-
OMHOCOB W TOpa3/o yaile y HeaabOWHOCOB. B TpombOonmTax anmbOMHOCOB Topasnio
MEHBIIIC TPAHYJI BEICOKOW MIOTHOCTH (IMTOYTH MOJTHOCTHIO OTCYTCTBYIOT) U CEPOTOHH-
Ha, Y HUX PE3KO CHIDKEH YPOBEHb MEPOKCHJIAa3bl JUMHUI0B B TpoMOoruTax (B 5—10
pa3 HUXKe HOPMBI). Y OOJIbHBIX-HEATbOUHOCOB OH HOpPMAaJIbHBIN. BhIBaeT oTioXkKeHue
MaTOJIOTUYECKOTO MUTMEHTa B KJIETKaX KOCTHOIO Mo3ra OOJbHBIX-adb0MHOCOB. Bee
ATO TIO3BOJISIET CUUTATh YKa3aHHbIE (hOpPMBI OOJIE3HE HAKOILICHUS! pa3HBIMU 3a00Jie-
Banusimu (bapkaran 3.C., 1988).

K penxo BcTpeuaromumMcesi TeHETHUECKH OOYCIOBICHHBIM (pOpMaM OTHOCUTCS
CUHAPOM HapyIICHUS XPAaHEHHUs TUIOTHBIX TpaHysl C TPOMOOLMTONEHUEH U OTCYT-
CTBHUEM JIy4€BOM KOCTH, WJIM TaK Ha3bIBaeMblil 1AP-cundpom, IpU KOTOPOM TaKKe
uHorna HabOmomaercs anbOuHm3M (bapkaran JI.3., u coaBr., 1986; bapkaran 3.C.,
1988, 2005).

Cunopom Yeouaxa — Xueacu — co>XHOE TEHETHIECKHA OOYCIIOBICHHOE 3a00J1e-
BaHHE, IPU KOTOPOM KPOBOTOYMBOCTH M MUCHYHKIHS TPOMOOIIMTOB COUYETAIOTCSA C
PE3KO CHIDKCHHOM PE3UCTCHTHOCTHIO K MH(MEKIIUSIM, MaTOJIOTHEH JICHKOIIUTOB, JIHC-
MUTMEHTAIMEH KOKHU M TJIa3HBIM albOMHU3MOM. 3aboJeBaHne BIIEPBBIC Oomucanu A.
M. Yenuak B 1952 r. u O. Xuracu B 1954 r. kak ayTOCOMHO-PEIIECCUBHO Haclienye-
MYIO CEMENHYI0 aHOMAJIUIO IPaHyJIONUTOB U TPOMOOLIMTOB. XapaKTepHbI HEHUTpoOIIe-
HUs, AedopMaIys ¥ Mallble pa3Mepsl saep kieTok. HampasnernHoe nBmkeHue u ¢a-
rolUTapHas aKTHBHOCTH TpaHyionutoB pe3ko cHmxkensl (West B.C., 1986). 13-3a
HEJIOCTATOYHOCTH HECMeNU(PHUIecCKoro MMMYHHUTETa OTMEUYAETCSl BBHICOKAs YyBCTBH-
TETBHOCTh K MHPEKIUIM — MTOCTOSTHHO 00OCTPSIOIMINECS OTUTHI, JIETOYHbBIE 3a00JeBa-
HUS, TOH3WUINThI, THOMHUYKOBBIE MOPaXEHU KOXU U T.A. YacTo BBISIBISETCS pac-
MIPOCTPAHEHHOE YBEIMYECHUE MOAKOXKHBIX JIUM(PATUUECKUX Y3JIOB U yBEIUUYCHUE Tie-
YeHU U cene3eHku. Hepeako HabmrogaeTcst runoxpoMuasi anemusi. [lurmenranus xo-
KU JIMIA, TYJIOBUIA U KOHEYHOCTEH — HEpaBHOMEpHAs H3-3a HEMPaBUIBHOTO pac-
MpeeeHUus] MEJaHOIUTOB, paayXKa MpPo3payHa, C KPACHOBATHIM OTTEHKOM, YaCThI
XOpHOpPEeTUHUTHI, (oTtododbus, HucTarM. McciaemoBanue TPOMOOITMTOB BBISBIISIET
HapylIeHUEe XPaHEHHS] U OCBOOOXKIACHUS OMOJIOTMYECKH AKTUBHBIX BEIIECTB, Majioe
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coliepkKaHNe B KPOBSHBIX IUIACTUHKAX TUIOTHBIX TPaHYJ, HAPYyIIEHUE arperariy 1Moy
BIIUSTHUEM PA3JIMYHBIX BEHIECTB. | eMOpparudecKuii CHHIPOM TPOSIBISIETCS MEITKUMHU
KPOBOM3IUSHUSAMH, CHHSIKAMUA W HOCOBBIMHU KPOBOTCUEHUSMHU, HA TIO3THUX CTAIHSIX
00JIE3HN BO3MOKHBI OOMJIBLHBIC JKETyI0YHO-KUIIeUHbIE KpoBoTeueHus. [Iporuos He-
OmaronpusiteH. bosnbHbIe ymMupatoT B Bo3pacte 10 10 j1eT oT nH(PEKIMOHHBIX 3a007e-
BaHUU (MMHEBMOHMS, MEHUHIOdHLE(DATNUT, KHUIIEUHble WHOEKIUHU), OCI0KHEHHBIX
KPOBOTCUCHUSMH M aHeMHEH. ButamMuHOTEpanus 1 y-rIo0yIuHbl MaI03((HEKTUBHBI.

[ToMuMO TEepEeYHCIICHHBIX BBIIE (GOPM MATOJOTHH, ASHUIINT TUIOTHBIX TPAHYI
CIIY’)KUT COCTaBHOM YaCThIO 00JIee CIIOKHBIX TPOMOOIMTAPHBIX HAPYIIICHUH TIPH CHUH-
npomax Buckomma — Ondpuua, Onepca — /lanno, a Takxke MPU HEKOTOPHIX APYTHX
TPOMOOIUTONATHSAX.

bonesnu, ob6ycnosnennvie nedocmamkom 6 mpomoOYumax naoOmHbsIxX
meney Il (beakosozo) muna

[lepBoe ymoMuHaHHE O reMOpparkueckoM JuaTe3e, BO3HMKAIOLIEM Ha (oHE
HapymeHus: He Toiibko AJI®, HO u ¢dakTopa 4 (aHTUrenapuHOBOrO (hakTOpa) TPOM-
6ouuToB, oTHOCcUTCS K 1974 r. Y HabmonaBiierocsi BpayoM OOJbHOTO UMeJICS BbIpa-
KCHHBI TeMOPparuyeckuil nauare3 (KPOBOM3JIMSHHUSA B KOXKY TYJIOBHINA M KOHCYHO-
CTCH, HOCOBBIC U JICCHEBBIC KPOBOTCUECHUS, YINIMHCHHE BPEMCHH KaMJIIIPHOTO KPO-
BOTEUEHHUsI) HA (OHE MATOJOTUMU TPOMOOUMUTOB. Ha OCHOBaHMHU 3THUX AAHHBIX aBTOP
MPEIONIOKUI, UTO (haKTOp 4 XpaHUTCA B IUIOTHBIX TPaHyJaX, XOTS B TO BpeMs ObLIO
€Ille HEe U3BECTHO O CYIIECTBOBAHUU JIBYX THUIIOB IUIOTHBIX I'PaHyJ — HEOEIKOBBIX,
conepxamux AT®D, AJI®, cepoToOHUH | T. 1., U1 OETKOBBIX, B COCTaBE KOTOPHIX 00-
HapyxeHbl (hakTop 4, ero OENKOBBIM HOCUTENb U Apyrue Oenku. B 1977 r. BnepBbie
OBLJIO TPENCTaBICHO XOPOIIO JTOKYMEHTUPOBAHHOE OMHCAaHUE TPOMOOIMTONATHH,
00yCIIOBIEHHOU AePUIIMTOM OEJIKOBBIX T'paHyl. Y OOJBHOTO BHISIBICHO YMEHBIIIECHUE
ATUX TPaHyJl B IIUTOIJIA3ME KPOBSHBIX IJTACTUHOK U OJJHOBPEMEHHO HapyIICHHE Xpa-
HEHUS B HUX psjia cuenupuaeckux OSIKOB-KOMIIOHEHTOB ATUX TpaHyl — ¢gakropa 4.

Tpomboyumonamuu ¢ npeumyujeCmeeHHviM HapyuleHuem
a02e3UBHOCMU U azpeayuu mpomoOoyumos

Hacneocmeennvie ¢hopmvi niazmennoco npoucxodicoenus. YKa3aHHYIO TPYIIITY
reMOpPParuyecKuX JTUATE30B COCTABISIOT MHOTOOOpaszHble MoaudUKanuu 6oe3Hu
Bunnebpanoa, a maxoce cunopom Bunnebpanoa — FOpeenca. XapakTepHOW depTOMt
HACJIEJICTBEHHBIX (POPM SIBIISIETCS HAPYIICHHE HAa PA3IMYHBIX YPOBHSIX U B Pa3HBIX
3BEHBSIX CHCTEMBI TeMocTasza. Hapymienne GyHKIMN TpPOMOOIIUTOB HOCUT BTOPUYHBIN
xapakTep, oHo oOycioBneHo aeduiurom VIII pakropa cBepThiBaHus KpoBHU ((hakTop
Bunnebpanna). [Ipu nedumnure nanHoro ¢akropa HapymiaeTcs aare3vs TPOMOOIIH-
ToB. Ha moBepxHOocTH TpomMbOo1IMTOB (hakTop Brimnebpanna dhukcupyeTcs myTeMm co-
EAMHEHUS CO CHeNHalbHBIM perentopoM. [lockonbky B ocHoBe Oonesnu Buine6-
paHa JSXKUT AePUIIUT aHTUTEMO(PUITNYECKOr0 OEIIKOBOT0 KOMILJIEKCa, €€ MoaApoOHas
XapaKTepUCTHKa TPHUBEACHA TOCIE ONMHUCaHus reModminn. B 3Toi TiaBe mpencraB-
JieHa KpaTkas uH(ppomarys 00 OCHOBHBIX MPOSBICHUSX HAPYIICHUS (DYHKITUH TPOM-
O00o1MTOB TIpH 3TOM 3a00eBaHUU. BhIpakeHHOE yIJIMHEHNE BPEMEHU KPOBOTCUYCHHS
codeTaeTcs npu 0one3Hu BumiebpaHaa co CHUKEHHEM CIIOCOOHOCTH TPOMOOIIUTOB K
MPUKPEIUICHUIO K 4yeMy-1u00. Bce mepednciieHHble HapylieHus (QyHKIUU TPOMOO-
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LUTOB yCTPAHSIOTCS HOPMaJIbHOU OecTpoMOOLUMTAapHOHN IMJIa3MOM, a TaKKe BBEJCHH-
eM KoHleHTpaTa (akTtopa BumieOpanaa. OTMbITEIE TPOMOOLUTHI 3I0POBBIX JIOAEH
HE arperupyroT NoJ BIUSHUEM CIIEHHAIbHBIX BEIIECTB, €CJIM UX IOMECTUTH B IJIa3My
0onpHOrO C TsDKEnol ¢opmoit Oone3nn BuiieOpanpa. Ilo BbIpa)k€HHOCTH 3TOTO
HapyUIEHUs CYyIST O TOM, HACKOJIBKO CHUYKE€HA KOHLEeHTpauus (paktopa Buninedpanna
B IJ1a3Me o0cieayeMoro 00JabpHOro. Y 370pOBBIX JII0Jel aHTUreH (akTopa Bumieo-
panaa oOHapy>KHMBaeTcsl KaK B KJIETKaxX SHAOTENUs (BHYTpeHHEH 0007I0YKHU COCYAOB),
Tak u B TpoMOonuTax. [Ipu 6one3nu BumieOpanaa conepkaHue 3TOro aHTUTEHA Pe3-
KO CHM)KEHO HE TOJIbKO B IJIa3M€ U Ha 000J0YKaX TPOMOOLMTOB, HO U BHYTPH KIIET-
KA. Arperanus TpOMOOIIMTOB, a TaKXKe «peakuus OCBOOOXIEHHUS» MpU O0JIe3HU
Bunnebpania He oIBepKEHbI 3aKOHOMEPHBIM HAPYLIEHUSM U Yallle BCETO OCTAIOTCS
HOpMaJbHBIMU. Pa3mepsl, Macca u CTpykTypa TpOMOOLMTOB Ipu Oone3nu Buiineo-
panaa He Hapymatotcs. [Ipu cunnpome Bumnebpanna — KOprenca 1onogHUTENBHO K
NEPEUNCICHHBIM BBILIE MATOJOTMYECKUM CJIBUTaM BBISBISIETCS 3HAYUTEIbHOE CHH-
KEHUE MPOKOATYISIHTHOW aKTUBHOCTH KPOBSIHBIX IUIACTUHOK (CIIOCOOHOCTH NMPUHHU-
MaTh y4yacTHE€ B CBEPTHIBAHUU KpPOBHU), HE YCTpaHsIEMOE BBEJIECHHUEM HOPMaJbHOMN
TUTa3MBl.
Hacneocmeennvie popmwvt mpomboyumapHoeo 2enesa

I'emoppacuueckas mpomboyumooucmpoghus, uiu MaKpoyumapHas mpomoo-
yumooucmpogus bepuapa — Cynve. Betpeuaercst 310 3a00jieBaHUE CPaBHUTEIIBHO
peaKo, HacleayeTcs MO0 ayTOCOMHO-pElecCHMBHOMY THMy. HemocpencTtBeHHON mpu-
YUHOW pa3BUTUA y OOJIBHOTO TEeMOPPAruvyeckoro auaTe3a SBISETCS MEPBUYHOE
HapyIIeHUE METAaKapUOIMTOB U TPOMOOUUTOB. [laToNOrNs yKa3aHHBIX KIETOK MMEET
P XapaKTepHBIX MPU3HAKOB, HAMOOJIEE 3HAYMMBIMU M3 KOTOPBIX ABISIIOTCS: 1) yBe-
JUYEHUE pa3Mepa TPOMOOIIMTOB, TUAMETP KOTOPBIX MOXET JOCTUTaTh 6—8 MKM; 2)
yMEpeHHass TPOMOOIMTOINEHUS; 3) OTCYTCTBHE B CTPYKType MeMOpaHbl Tpeslle-
CTBEHHUKOB TPOMOOIIMTOB M CaMUX TPOMOOIIMTOB OTPENIEIECHHOTO BEIIECTBA, B3aU-
MoOeHCTBYIOIIETO ¢ KoMIiekcoM «pakTop Bumiedpanna — pakrop VIII (Clemetnson
K.J., et al. 1982; Drouin J., et al., 1988). IIpoaomKUTEIBHOCTD KU3HU TPOMOOIIUTOB
HECKOJIbKO YKOPOYEHa, M3-3a 4ero HepeaKo HaOrofaeTcs yMepeHHas TPOMOOIMTO-
TICHUS.

KpoBOTOUMBOCTH CHHSIUKOBOTO THIMA OT CPABHUTEIIBHO JIETKOW U JJATEHTHOU 10
TSOKEJONW U Jaxke (patanbHON. DTH pa3nuuus HUKAK HE KOPPEIUPYIOT C HATIUIHUEM
WA OTCYTCTBUEM TPOMOOLIMTOIICHUU U €€ BBIPAKEHHOCTHIO (KOJIUYECTBO TPOMOOIIH-
TOB B KPOBHU peliko ObiBaeT HUKe 100 X 109/J1), HO 3aBUCAT OT COAEP)KAHUS aHOMAaJlb-
HBIX (TUTAHTCKUX) KPOBSIHBIX TUIACTUHOK: Y€M MX MPOLEHT OOJbIIE, TEM TSXKEIee U
MOTEHIMAIBHO OMNacHee remMopparndeckuil nuates. Ilpu Tsxensix ¢popmax O0e3HU
KPOBOTOYMBOCTh YaCTO BO3HHMKAET YK€ IPU POKICHUU U B PAaHHEM JETCKOM BO3-
pacte (MHOXECTBEHHbIE KPOBOU3JIMSHMS B KOXY, HOCOBBIE, JECHEBBIE U KENyI04-
HO-KUIIEYHbIE KPOBOTEUYEHUS, KPOBOMBJIMUSHUS B OOOJIOYKM U TKaHb Mosra). [lpu
(popMax cperHeN TAKECTH reMOpparunueckue IBJICHNUs BO3HUKAIOT MO3XKE, OHM JIETYe,
HO MEHCTpYyaJIbHbI€ KPOBOTEUEHHUSI, OCOOCHHO IOBEHWIbHbBIE, MOTYT OBITh HACTOJBKO
OOWJIBHBIMU U TPYAHO MOJJAIOUIUMHUCS JICYEHUIO, YTO MO >KU3HEHHBIM MOKAa3aHUSIM
BpayaM MNpUXOJUTCS Mpuderarh K yaaienuto matku. [Ipu nmerkux ¢opmax Oosie3HU
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reMOpPparunyecKue SIBJICHUS €lIe MEHEE BhIPAYKEHBI U HEPEIKO UMEIOT JIUIIL OJHY JIO-
Kan3anuoo. Tem He MeHee Jake MpPH TaKuX Jerkux (hopmMax mepuoJanvecKd BO3HU-
KaloT 0OMIbHBIE KpoBOTeUeHHsI. Cepbe3Hyto Mpo0IeMy MPEACTaBIAIOT, B YaCTHOCTH,
IOBEHUJIbHBIE MEHOPPAaruu U KPOBOTEUEHUS B pOJIaX.

Jlnartos ycTaHaBIMBAIOT MO HAJTUYHUIO B KPOBH METaTPOMOOIIUTOB (TPOMOOLI -
TOB TUTAHTCKOT'O pa3Mepa); Mo pe3KO CHIXKEHHOM CITIOCOOHOCTH TPOMOOIIUTOB K MPU-
JIUTIAHUIO TIPU HOPMAJBHON «PEaKIIUU OCBOOOXKIEHUS; 10 OTCYTCTBUIO WJIU PE3KO-
My OCJa0JIeHUI0 arperanuu («CKJICHBAaHUs») KPOBSHBIX IJIACTUHOK, KOTOPOE HE
yCcTpaHseTcs nocie qo0aBieHrs TOHOPCKoM mia3mbl uiu koHuenrpara VIII ¢pakropa
CBEpTBHIBaHUSI KPOBH, PE3KOMY HAPYIICHUIO arperaiuu TPOMOOIIMTOB MO/ BIUSTHUEM
¢dakropa VIII.

CpaBHuBatoT anoManuto bepnapa — Cynwe npexze Bcero ¢ 0osnesnbio Buie-
OpaHma, TIpU KOTOPOH OOHApPYKUBAETCS CXOAHAs AUCHYHKIUS TPOMOOILUTOB, U C
anomanueir Mest — XerriauHa, XapakTepU3YIOIIEHCss TUTAHTCKUM pa3MepoM TpoMmOo-
1uToB. [Ipu 6one3nu Bunnebpanaa u anomanuu bepHapa — Cynbe BBISBISIOTCS OJ-
HOTHUITHBIC HAPYIICHUS arperamuy W aare3MBHOCTH TPOMOOITMTOB, OJHAKO IPOUC-
XOXKIEHUE 3TUX HAPYIICHWH COBEpIIEHHO pa3inuuHo. [Ipu Gonesnn Businedbpanna
OHM 00ycHOBJIEHBI nedunuToM B 1uiazme (pakropa Bumnebpanaa u mostoMmy yctpa-
HSIOTCA 0OaBlIEHHEM HOPMAaJIbHOM TU1a3Mbl, a ipu aHomanuu bepuapa — Cynbe ne-
(eKTHBI caMu TPOMOOLIMTHI, U OHU HE B3aUMOJIEUCTBYIOT ¢ dakTropoMm Buminebpanya,
TaK Kak JIUIIEHbI HEOOXOJIUMBIX JJIsi 3TOTO perentopoB. HenopmanbHOCTE TpOoMOO-
ouTOB Ipu aHoManuu bepHapa — Cylibe XOpOIlI0 MapKHUpPOBAaHA U JIETKO PACIIO3HAETCS
[0 TUTAaHTCKOMY pa3Mepy 3TUX KIETOK, TOrJa Kak mnpu Oone3Hu Bumnebpanna pas-
MEpBI, Macca U CTPYKTypa IUIACTUHOK OCTAIOTCA HOPMaJIbHbIMU. YETKO pa3rpaHU4u-
BAIOTCS paccMaTpuBaeMble 3a00JIEBaHMS U TI0 arperamu TPOMOOIIUTOB O] BIUSHHU-
eM «Obrapero» (akropa VIII, kak u3BeCTHO, CIIOCOOHOTO arperupoBaTh TPOMOOITUTHI
YejoBeKka 0e3 ydacTus JIOMOJHHUTENbHBIX peareHToB. [lpu Gone3nu BumieOpanma
«Oprauit»y akrop VIII BEI3BIBaCT HOPMAJIBHYIO arperaiuio, MOCKOJIbKY Ha KPOBSHBIX
TUTACTHHKAX UMEIOTCS PeIenTOphI, (UKCUpYIoue KoMIuieke «paktop Buminedbpanaa
— axrop VII». [Ipu anomanuu beprapa — Cysbe 3TOT BUJ arperaiuu u3-3a oTCyT-
CTBUS Ha TPOMOOLUTAX PELENTOPOB JJIsl YKa3aHHOIO KOMILIEKCA HE PErUCTPUPYETCS
WU pe3ko ocnabiieH. HavalbHbll 3Tan CBEpTHIBAaHUS KPOBU HAPYIIEH B TOW WIIH
WHOW CTETIeHH MpU 000UX paccMaTpUBAEMBbIX 3a00JI€BAHUAX, YTO OTUETIUBO BBISBIIS-
eTcs mpu npoBeAeHnn crenuduaeckux mpod. [Ipu 6onesnn Bumnebpanna 3to Hapy-
IeHne 0OYCJIOBICHO B OCHOBHOM 0oJiee WJIM MEHEe BBIPAKEHHBIM CHMIKEHUEM aK-
tuBHOCTH (hakTopa VIII, uto cOnmmaxkaer 3TO 3a00€BaHKE MO HEKOTOPHIM YEepTaM C
remodmimeit, a mpu anomanuu bepHapa — Cynbe — HapyIeHueM (PUKCaIiyu Ha TPOM-
OonuTax v 3aMeJIeHIeM akTuBanuu (GakTopoB cBepThiBaHus kpoBu VIII, V u IX.

CnooicHoie oucyrKyuu mpomooyumos, couemarouuecs ¢ opy2umu
8DONCOEHHBIMU U HACTIEOCMBEHHBIMU AHOMATUAMU

Panee onuckiBanuch HaciaeACTBEHHbIE ()OPMBI TATOJIOTUU TPOMOOIIMTOB, TeHE-
TUYECKH CBSI3aHHBIE C APYTMMH aHOMAJIMAMU KJIETOK KPOBU, UMMYHUTETA, TUTMEHT-
HOTO OOMEHa, CBEpTHIBAIOILIEH CUCTEMBbI KpOBH, ckeneTta. K uncny nmomoO6Hsix Gopm
TaK)XK€ OTHOCAT HEKOTOpPbIE 3a00JIeBaHUSI U CUHIIPOMBI, MPU KOTOPHIX TUCHYHKIHUS
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TPOMOOLIMUTOB CJIOKHA M HE BCEr/la OJIHOTHUIIHA, BCJIEACTBUE UETO ATU HapYIICHUs
HEJb3s1 BKIIIOYUTH HU B OJTHY U3 pPaHee OMUCAHHBIX TPYIIIL.

Cunopom Buckomma — Onopuua — HacleJCTBEHHOE 3a00JIeBaHUE B BUJIE COUE-
TaHUSl TEMOPPAruyecKoro auare3a, 00yCIOBICHHOIO TPOMOOIUTONATHEN U TPOMOO-
[UTONIEHHUEH, OCIKOBOM, MMMYHHON HEMOJIHOIIEHHOCTH, MOBBIIIEHHON BOCIIPUUMYU-
BOCTH K MH(EKIUU U paHHEro (B rpyJHOM BO3pacTe) MosiBIEHUsS 3Kk3embl. Hacieny-
€TCSl PEIECCUBHO, CIEIJIEHO ¢ X-XpOMOCOMOM (3a00JIeBaHNE MEPEIat0T JKEHIIUHBI,
0O0JICIOT TOJILKO Mab4uKH). ['eMopparnyeckuii CHHIPOM MPOSIBISETCS PAHO, MOXKET
npeo0iasaTh B KIMHUYECKON KapTHHE U ObITh MPUYMHOM CMEPTH OOJBHBIX. Xapak-
TEPHBI KPOBOUBJIUSIHUS B KOXKY (MEJIKHE KPOBOU3IUSHHUS, CUHIKH ), KDOBOTCUCHUS U3
CIIM3UCTBIX 000JI0YEK, B TOM YKCJIC€ OOUJIbHBIC KETyJI0YHO-KHUIIEUYHbIE KPOBOTEUE-
HUSI, KPOBOMBJIMSIHUS B MO3T U €ro 000iouku. KpoBOoTOUMBOCTH 00YCIIOBIIEHA TPOM-
OonuToneHn4YecKkor TpomoonuTonatueid. Ee onmpenenser TpoMOOIUTONICHHS, XapaK-
TEPU3YIONIASCA CHUXKEHHON MPOAYKIIMEH KPOBSHBIX TUIACTUHOK B KOCTHOM MO3T€,
IIPU 3TOM KOJIUYECTBO TPOMOOIIMTOB HAXOAUTCS B mpenenax or 30 x 10%/n no 140 x
10%/. OpnHako BO3MOYKHBI EPUOAUYECKIE CHIDKCHUS JTaHHOTO Tokazatens g0 10-30
x 10%11. VI3 IpHBEICHHBIX JAHHBIX BHIHO, 9TO AUCHYHKIHS TPOMOOLUTOB IIPU CHH-
npome Buckorra — Onapuya Hanbosee O6yM3ka K 00JIe3HSIM HapYIIEHHOTO HaKOILIe-
HUSl WM XpaHEHUs!, PY 3TOM OHA BKJIIOYAET B c€0s 4epThl U APYTHX BUAOB MATOJO-
MU KPOBSIHBIX TUIACTUHOK — HAPYILIEHUS «PEAKIUU OCBOOOXKICHUS» U CHUKEHHOU
aJIre3UBHOCTH K CYORHAOTENHIO U KoyareHy. [Ipornos 3aboneBanusi 00b4HO HeOa-
ronpusiteH. Kak npasuiio, 601bHBIE YMUPAIOT B JIETCKOM BO3pacTe (4aie A0 3 JieT)
BCJIEICTBHE KPOBOTEUEHUHN U KPOBOMIHUSIHUMN 100 MH(EKIIMOHHBIX 3a00JI€BaHUIA.

KpoBoTeuenus KynupyroT mepeluBaHHEM TpPOMOOIUTHON Macchl. Dddekt
IIPETHU30JI0HA U aMHHOKAIIPOHOBOM KHUCIOTHI (0,2 I/KT) 1OCTaTOYHO COMHUTEJICH U
npoOJieMaTHueH, XOTS OHU HECKOJBKO OCHAONSIOT ajUIepru4ecKue SBJICHUS U B
MEHBIIEH CTEMEeHN — KPOBOTOYMBOCTh. Y TAJICHUE CEJIE3€HKUA TaKUM OOJBHBIM HE I0-
Ka3aHo, TaK KaK 4acTO OCJIOKHSIETCS THOMHO-CENTUYECKUMHU MPOIIECCAMH.

KpoBOTOUMBOCTE IpHU TIIUKOT€HO3aX OOYCIOBIMBAET CUHSIKUA HAa KOXKE, KPOBO-
TEUYCHHsSI U3 CIU3BHUCTHIX 000JI0UEK, a TaKKe MOCJe TPaBM, yAaJlIeHUs 3y0OB, aJleHOTO-
MUU U APYTUX XUPYPTAYECKUX BMEIIATEIHCTB.

[Ipu cunapome JlayHa omucaHO HapylleHUWE HAKOIUIEHUS B TPOMOOIUTAX U
TpPaHCIOPTa CEPOTOHUHA.

TpoMmOouuTonatTu MNP ME3EHXUMAJIbHBIX JIHUCIUIA3USIX COMPOBOXKIAIOTCS
OOJBIIIEH HETIOTHOIIEHHOCTHI0O MUKPOCOCYIOB, YeM KPOBSHBIX TUIACTUHOK, B CBSI3H C
4eM JaHHoe 3a001eBaHue OOJBIIE OTHOCUTCS K TEMOPPAruueCKUM Ba3OMaTHIM.

IIpuobpemennvle (cumnmomamuyecxue) mpomooyumonamuu

Kax mpaBuio, nmpuoOpeTeHHbIE (HOPMBI ATOIOTUH TPOMOOITUTOB XapaKTepH-
3YIOTCS Pa3HOOOpa3HbIMU (PYHKIMOHATBHBIMU HAPYUIEHUSMH, OOYCIOBIECHBI MPHU
ATOM JOCTaTOYHO CJIOKHBIM U HEOJHOPOJAHBIM TeHe30M. Takxke aHHOoe 3a00JieBaHUe
XapaKTEepPU3yeTCsl MO3aMYHOCTHIO JTAOOPATOPHBIX MPU3HAKOB, KOTOPHIE O0YCIOBICHBI
HEOJIMHAKOBBIMY CIBUTAMU aJIM€3UBHO-arPETAIIMOHHBIX, KOATYJISIIIIOHHBIX U pPEeTpaK-
TUJIbHBIX CBOMCTB KPOBSIHBIX TIACTUHOK.
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XapakTepHbIM HapyIICHHEM TeMOCTa3a Mpu OJACTHBIX KPU3aX XPOHUYECKUX
MHUEJIONCHKO30B, a TaKXKe MPU OCTPHIX JEHKO3aX SBISETCS TPOMOOIMTOICHUS THUIIO-
pereHepaTOpHOro THUMa, KOMOMHHMPYIOIIASCS C KAYECTBEHHOW HEMOJHOLEHHOCTHIO
METaKapuoOILMTOB U TPOMOOIIUTOB.

B GonbmHCTBE ciydyaeB paHHUM CHMITOMOM, Pa3BUBAIONIMMCS 10 BO3HHK-
HOBEHHUSI BBIPAKCHHON TPOMOOIIMTONECHUM, SIBIASETCA IUCPYHKIUS TPOMOOIIUTOB.
[Ipu mpucoeguHeHUM K KIMHUYECKON KapTUHE 3a00JIeBaHUS CHUHIPOMA JUCCEMUHU-
POBAHHOTO BHYTPHUCOCYJUCTOTO CBEPTHIBAHUS BBIIICTICPEUUCIICHHBIC HAPYIICHUS
3HAYUTEIILHO YCUIIUBAIOTCS.

OCHOBHOM NMPUYUHON AUCHYHKIIUU TPOMOOIIUTOB MPU OCTPBIX JIEHKO3aX SBIIS-
€TCS aHOMaJbHOCTh METAaKapUOIIMTOB, BO3HHUKAIOIIAS TOJI BIUSHHEM OJACTHOTO
okpyxxenus. ['eMopparnueckuii cuHAPOM, OOYCIIOBJICHHBIN AucyHKIMEH TpoMOo-
IIUTOB, TIPU JIEHKO3aX pe3Ko ycyryossieTrcss TpomoonuToneHueir. Ocobo omacHsl JJst
OOJILHBIX OOMJIBHBIE MATOYHBIE KPOBOTEUCHUS, OBICTPO MPHUBOASIINE K aHEMUSM, U
KPOBOUBIIUSIHUSL B MO3T U €ro 000704ku. VHOT/1a MBITalOTCS OCTAaHOBUTH MAaTOYHBIE
KPOBOTEUCHUSI TTyTeM HApYIIEHUS MEHCTPYaJbHOIO IMKJIAa OOJIBIIUMH JI03aMH CHUH-
TETUYECKUX MPOTECTUHOB, KOTOPHIE TPAHCPOPMHUPYIOT 3Ty TPOMOOIIUTONATUUECKYIO
KPOBOTOUYHMBOCTh B TSIKEIIBIH CHHIPOM JUCCEMHUHUPOBAHHOTO BHYTPHUCOCYIUCTOTO
CBEPTBIBaHMS KPOBH JMOO B TpoMOOoTHUYECKHil mporiecc. O CHHIApOME AUCCEMUHUPO-
BaHHOI'O0 BHYTPHUCOCYJIUCTOIO CBEPTHIBAHUS Bpad MOJI03PEBAET IMPU PE3KOM YCHIIE-
HUU Te€MOpParuyvyecKux SIBJICHUI, BOZHUKHOBEHUU OOJIBIIUX T'€MaTOM U OOMIIBHBIX
KEIYAOYHO-KUIIIEYHBIX KPOBOTEUEHU I, BHE3AMTHOM PE3KOM MaJeHUU Yucia TpoMOo-
IIUTOB B KPOBH, MMPUCOCAMHEHUH TITyOOKUX KOATYJISIIUOHHBIX HAPYIICHUI.

B ocnoBe remopparuueckux sBieHui, Habmogatomuxcs y 7—-15% O60mbHBIX
MUEIOMHOHN Ooiie3Hbio 'y 36—40% OonbHBIX MakporiodynuHemuenn BanbaeHcrpe-
Ma, CYIIECTBCHHYIO POJIb UTpaeT AUCPYHKIUS TPOMOOIIUTOB, OOYCIOBICHHAS B OC-
HOBHOM HE CAMOCTOATEJIbHOW MAaTOJIOTMEN 3TUX KIIETOK, & «OKYThIBAHHUEM» HX MakK-
porioOynuHaMu. BenencTBre 3TOro HapymarTcsl Kak pa3iMyHble BUIbI arperaiuu,
TaK U y4acTHE B CBEPTBHIBAHHH KPOBH (aKkTopa 3 KPOBAHBIX IIACTHHOK. K sTOMY
MOXXET MPUCOCIUHUTHCS TPOMOOIUTONEHHUS, PA3BUBAIOIIANCS PAaHbBIIE W Yalle MPU
MakporioOyInHeMun BanbaeHcTpeMa M 3HAUYUTEIBHO PEXKe — MPU MHEIOMHOM 00-
JIE3HU B €€ TEPMUHAIBHOM Iepuoje. BripakeHHOCTh TUCHYHKIIMH TPOMOOIIMTOB U
reMOpPParudecKoro CHHAPOMA 3aBUCUT OT KOHIICHTPAIIMH WMMYHOTJIOOYJIMHOB, MX
KJlacca, U3MEHEHUI BSI3KOCTHU IUIa3Mbl, HAJTUYMS WJIH OTCYTCTBUSI TPOMOOIIMTONIEHUU
U COMYTCTBYIOUIMX HApYyIIEHUN CBepThIBaHMsS KpoBW. IIpyn CHHIApOME MOBBIIEHHON
BSI3KOCTH U KPUOTJIOOYJIMHEMHUU FEMOPPArMUECKUE SIBJICHUS HEPEAKO COYETAIOTCS C
TpoMOO03aMHU, HAPYIICHUSIMH MUKPOIUPKYISITNN (cuHApoM PeifHo), aucceMuHUpoO-
BaHHBIM BHYTPHUCOCYJUCTHIM CBEPTHIBAHUEM.

CumnTomaTuyeckre OETKOBBIE CIBUTH, HAOJIOAAIOUIMECS Yy 4YacTU OOJbHBIX
PEBMATOUJIHBIM apTPUTOM, CUCTEMHOM KpPAacHOM BOTYAHKOW, HEPPUTOM, IUPPO30OM
neyeHu, JuM¢poMaMu U JAPYrUMHU 3a00J€BAHUSIMU, TAK)KE€ MOTYT COMPOBOXKAATHCS
JTUCTIPOTEMHEMUYECKON TPOMOOIIUTONATHEH.

Butamun Bij-nedunutHas aHeMusi XapakKTepu3yeTcsi HE TOJIBKO T'MIIOpEreHe-
paTOpHOU TPOMOOIMTONECHUEH. Y NIMHEHUE BPEMEHU KPOBOTEUYEHUS MOXKET OIepe-
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KaTh YPOBEHb TPOMOOIUTONICHUH. 3aMeCTUTENIbHAsL Tepanus BUTaMuHOM Bi, ycTpa-
HSET BCE 3TU HAPYLICHUS.

I'emopparnyeckuii CHHIPOM, pa3BUBAIOLIUNCS Y OOJBHBIX C YPEMHEM, CBSI3aH C
KaueCTBEHHOM HEMOJIHOIICHHOCTHIO KPOBSHBIX IUIACTUHOK W TPOMOOIIMTONICHUEH.
Bce u3meHeHus] BTOPUYHBI U TOYTH TMOJHOCTBIO YCTpPaHSIIOTCS TpU d(PheKTUBHOM
reMoauanunse.

[Tpu 3a6oneBaHUAX MMEUEHU, OCOOCHHO COUETAIOIIUXCS ¢ CUHIPOMOM MOPTalb-
HOU TUIepTeH3uu, HaOM01aeTCsl BTOpUYHAs JUCHYHKIUS TPOMOOIIUTOB, MPEUMYIIIe-
CTBEHHO C HapylleHueM KoyareH- u AJl@-arperanuu. ITH HAPYIIEHHUS] YCUIIMBAIOT-
Csl M MPUOOPETAIOT HOBBIE KaUueCTBEHHBIE OCOOCHHOCTHU TIPH JKEITYXE U MEUCHOYHOMN
JTUCTIPOTEMHEMUU, OCOOCHHO COIMPOBOXKIAIOIICICS MOSBJICHUEM B IJIa3Me Mapamnpo-
TEHUHOB.

B crnyyae oIHOBpEMEHHOTO MOBBIICHUSI COJAEpKaHUsI B KpoBH (pakTopa 4 u
POJIYKTOB (PUOpHHOIN3A, a TAKXKE MPU MPUCOCAUHEHUHU TTOJIOKUTEIBHOTO ATaHOJIO-
BOI'O0 TECTa CIEAYET 3aroJI03pUTh AUCCEMUHUPOBAHHOE BHYTPUCOCYJIUCTOE CBEPTHI-
BaHME, YTO MPUBOJUT K €1Ie OOJbIIIEMy WHTUOUPOBAHUIO (DYHKIIUM KPOBSHBIX TIa-
ctuHok. [Ipu JIBC-cunapome, a Takke NpU NEPBUYHOM U MEIUKAMEHTO3HOM aKTH-
Banuu (PUOPUHOIN3A PA3BUBACTCS BhIPAYKEHHAS TUTIO(YHKIUS KPOBSIHBIX IJIACTHHOK
BCJICJICTBUE HWHTHUOUPYIOIIETO BIUSHUS TMPOAYKTOB (PEPMEHTHOTO pACIICTUICHUS
¢bubpunorena u ¢udpuna. [Ipu TUCCEMUHUPOBAHHOM BHYTPUCOCYIUCTOM CBEPTHI-
BaHUM 3TOMY IPEIISCTBYIOT MHTCHCUBHAS arperamus TPOMOOLMTOB U 0oJiee WIH
MEHEe BBIpake€HHas WX YOBUIb B CT'YCTKH, OOyCJIOBJICHHAs JEeHCTBHEM TpoMOWHa, a
3aTeM PACTBOPUMBIX (PUOPHUH-MOHOMEPHBIX KomIuiekcoB. I[lpu paszButum JIBC-
CHUHJpOMa HapyIICHHE arperamud TPOMOOIMTOB KOMOWHHUPYETCS C BBIPAKCHHBIMU
KOaryJISIIMOHHBIMHU CABUTAMU, & TAKKE TPOMOOIIUTOIICHUEH.

[Ipu runmotupeo3e, KaKk CIOHTAHHOM, TaK W MOCJE IMOJHOTO WM YaCTUYHOTO
yIaJICHHS IITUTOBUTHOM KeJIe3bl, CHIDKACTCS arperaimonHas GyHKIIHs TPOMOOIIUTOB,
y 9acTH OOJBHBIX C JIETKOH KPOBOTOUYMBOCTHIO — MEJIKUMH KPOBOW3JIMSIHUSMH, CHHSI-
KaMH, IECHEBBIMUA U HOCOBBIMH KPOBOTECUCHUSAMHU.

JuchyHKIIMH TPOMOOITMTOB, CBSI3aHHBIC C JICKAPCTBEHHBIMU W TOKCHYCCKUMU
BO3JICCTBUSMH, YPE3BBIYANHO MHOTOYHUCIECHHBI M Pa3HOOOpAa3HbI MO MPOUCXOXKIC-
HHUIO.

JlocTaTOYHO YacTo B Pa3BUTHUU TPOMOOIIUTOIIATHHA UMEIOT MECTO aHTHArperaT-
HbI€ CBOMCTBA HECTEPOUIHBIX MPOTHUBOBOCHAIMTEIBHBIX MPENapaToB — aleTUICaIn-
IIAJIOBOM KUCJIOTHI, THPA30J0OHOBBIX ITPOU3BOJIHBIX, OyTa30IMANHOB, HHIOMETAIINHA,
Opydena, BonbTapeHa. 3 BeImenepeurcieHHBIX HAN00JIee MOIITHBIM JEeHCTBUEM 00-
JIaTaeT alueTWICATUIMIIOBAas KUCIOTA: 4epe3 2 4 MOCiae OJHOKPATHOrO €€ Mmpuema B
no3e ot 0,65 10 2 r y MHOTHX JIFOAEH C UCXOAHO HOPMAJIBHBIM I'€MOCTa30M 3HA4H-
TEJIbHO YJUIMHSETCS BpeMs KpoBoTeudeHMs. Takoe JercTBHEe Ha TPOMOOIMTHI CTa-
OWIBHO U MPOXOJUT JHIIL uepe3 4—6 AHEH mocie npueMa npenapara, Korja 3Hauu-
TeJIbHAasl 4acTh MOBPEKICHHBIX alleTHJICATUIIMIIOBON KHUCIOTONH TPOMOOIIMTOB CMe-
HUTCS BHOBh 00Pa30BaBIIMMUCS B KOCTHOM MO3Te. MexaHu3M BIUSHUS alleTHUICATN-
IIMJIOBOM KHUCJOTHI Ha TPOMOOIUTHI COXKeH. JIucHyHKIms TpoMOOIIMTOB CBsSI3aHa B
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OCHOBHOM C 0JIOKaJ0il aJleHUJIaT-UMKIA3HOW CUCTEMBI, HAPYILIEHUEM CHUHTE3a TPOM-
OOKCcaHa M CpbIBOM PEAKIIUU OCBOOOXKICHHUS.

Jpyrue nmpoTHBOBOCHAIUTENbHBIE CPECTBA — OyTa30JMIUHbBI, UHIOMETAIIH,
BOJIbTAPEH — BBI3BIBAIOT CXO/AHBIC HAPYIICHUS arperaluy U peakiuu 0CBOOOKIEHUS,
HO MEJJICHHEE U [P MHOTOKPATHOM IpueMe O0NbIIUX A03; UX 3(PEKT ycTpaHseTcs
ObIcTpee, YeM aleTUICATULIUIOBON KUCAOThI. IHTEeHCUBHO MHTMOUPYIOT arperamuio
U «PEaKUUI0 OCBOOOXIEHUs» (DeHonpodeH, XJIOpOXUH (Ienaruwi), Ourymainb U UX
MPOU3BOJIHBIE. XOpOIIO H3YYEHO TaK)KE€ HMHTMOUpYIollee BIUSHHUE Ha (YHKIHIO
TPOMOOIIMTOB NUPAMUAMHO-MMPUMHUINHOBBIX IPENapaToB, U3 KOTOPBIX Haumbosee
MIMPOKOE MPUMEHEHHE MOJy4usl aunupujamon (kypantui). Eme 6onee MOUIHBIM
neicTBueM obnanaer TpeHTan. [lanaBepuH, HTEHCAUH, Sy(PUILTUH TaKKe HECKOIBKO
OCHA0JISIIOT arperanuio KpoBsHBIX IIacTUHOK. CylIeCTBEHHO HapyllaeT aare3uB-
HO-arperalMoHHy10 QYHKIHIO TPOMOOIUTOB GypoceMus], HO 3TOT 3PHEKT MPOosBIs-
€TCsl JIMIIb MPU OYEHb OOJIBIIMX KOHIIEHTpALMAX MpernapaTta B IUia3me. Arperauus
TPOMOOIIMTOB CHUYKAETCS MPU BO3JEHCTBUU 0-U B-aIpeHOOIO0KATOPOB. DTH HapyIlle-
HUSl HE UMEIOT CYIIECTBEHHOI0 KIMHUYECKOTO 3HAYEHUS, IOCKOJIbKY CTAHOBSTCS 3a-
METHBIMH JIUIIb MPU OYEHBb OOJIBIIMX (TOKCHYECKUX) A03aX MpenaparoB. Heckoiabko
UHTHOUPYIOT (QYHKIMIO TPOMOOIIMTOB aHTUCKIEPOTHYECKHE Mpenaparsl kiodudpat
(MHCKJIEpOH), MMPOU3BOAHBIE HUKOTUHOBOM KHCIIOTBI, a TaKKe€ MUPHUAMHOIKAapOamaT
(anruaMH). bonpmme mo3pl neHummwuinHa (6osee 20 muH EJl/CyT) BBI3BIBAIOT HE
TOJILKO HapylieHue (YHKIIMH TPOMOOIIMTOB, HO W KPOBOTOUMBOCTD; €Ile OoJIblIe
BBIPQXKEHO 3TO JCUCTBUE Yy MOJYCHHTETUYECKOTO AaHTHOMOTHKA KapOCHHUIIWJIIMHA.
[IpoTBOpEeUMBEI TaHHBIE O BIUSHUM aHTHUKOATYJISHTOB Ha (PYHKIIMOHAJIbHBIE CBOM-
ctBa TpomOomuToB. CoriacHo maHHBIM Roubal, BapdapuH cHukaeT arperamuio
TPOMOOIIMTOB, HO B OYE€Hb BBHICOKMX KOHIIEHTPAIUSAX, HEAOMYCTUMBIX MPHU JICYCHUU
0onbHBIX (cooTrBeTcTBeHHO 750 M 3000 MKr/mut). BeIpakeHHBIM aHTUTPOMOOTHUE-
CKUM U aHTHArperaHTHBIM JEHCTBHEM O00JIaaloT JEKCTpaH M HEKOTOphIE IpyTrue
kpoBezamenutenu. AJl@-arperamusi TpPOMOOIMTOB CHIXKAETCS TOJ  BIHMSIHUEM
CPEICTB, UCHOJB3YEMBIX U1 HapKo3a, — 3(upa, MUKIONPOIaHa, 3aKUCH a30Ta, (e-
HOOapOuTana. MOIIHBIM, HO KPaTKOBPEMEHHO JICHCTBYIOIIMM HHTHOUTOPOM BCEX
OCHOBHBIX BUJIOB arperanuy KpOBsIHbIX TIACTUHOK SIBJISIETCS alKoroib. M3 numieBbix
(akTOpOB 3acIyXKHBaeT YNOMHHAHUA YKCYC, KOTOPBIH JeHcTBYyeT Ha (YHKIHUIO
TPOMOOIIMTOB CXOJIHO C AlETHJICATUIIUIOBON KUCIOTOM, HO 60JIee KPaTKOBPEMEHHO.

MHorue mnpenaparbl IUTOCTATHYECKOTO ACHCTBUS CHMXKAIOT arperalioHHYIO
(YHKIMIO KPOBSIHBIX IJIACTMHOK, HO MPHU YCHEIIHOM JI€UEHUH JICHK030B HaOI01aeT-
cs1 oOpaTHbIN 3(pPeKT — ymydlieHne 3TUX MoKas3aTeseil Mo Mepe OrpaHUYCHHsS OIy-
XOJIEBOTO Tpoliecca. BEICOKOAKTUBHBIMU MHTHOUTOPAMHU T€MOCTATHYECKON (YHKIIUU
TPOMOOIIMTOB SIBISIOTCS aeHO3WH, TAM®, MpOCTAIMKIINH.

CnocoOHOCTh JIEKQpCTBEHHBIX CPEJACTB, HEKOTOPBIX MUIIEBBIX MPOAYKTOB H
TOKCHHOB U3MEHSATH arperaliMoHHYI0 (YHKIMI0O TPOMOOIIMTOB BCET/a HEOOXOAMMO
YUUTBHIBATh TpU OOCIETOBaHUM OONBHBIX TPOMOOIUTONMATHEH, MPEIyNpPEKICHUU
00OCTPEHHI TEMOPPAruyecKoro CUHAPOMa. Y OONBHBIX C Pa3HBIMH HAPYLIECHUSIMU B
CUCTEME remMocTasa (B TOM YHCIIE€ U KOAryJIsIHUOHHBIMU ) BOBMOYKHO PE3KOE YCUIICHUE
KPOBOTOYMBOCTH AK€ MOCJIE OJHOKPATHOTO MpHEMa aleTHICATUINUIOBON KUCIOTHI
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win Opydena. Takue Tsxenble 000CTpeHUsT HAOIIOJAIOTCA HE TOJIBKO MPU TPOMOO-
UTONATUSX, HO W mpu remodunuu, O6one3Hu BumieOpanna, nedunure (HaxTopos
MPOTPOMOMHOBOTO KOMILJIEKCA.

JleyeHre TPOMOOIUTONATHH.

BonbHbie ¢ TpoMOOIUTONATUSAMHU MOJJICKAT IUCIIAHCEPHOMY HAOIIOICHUIO
Bpauamu-reMarosioramMmu. B mpoiecce Takoro HaOMIOAEHUS M TMOJHOTO KIMHUKO-
1a00paTopHOro 00ClIeIOBaHUS OMPEACISIIOT POpMYy TPOMOOIIMTONIATHU U €€ CBSI3b C
TEMHU WM UHBIMH 3a00JI€BaHUSMU WJIM BO3JEHCTBUSAMU. TIIATENBHO U3Y4alOT ce-
MEWHBI aHAMHE3, UCCIEAYIOT (QYHKIUIO U MOPQOJIOTHIO KPOBSHBIX MIACTUHOK Y
POJICTBEHHUKOB 00JibHOTO. JKenaTenbHO 00CIe10BaTh U T€X POJCTBEHHUKOB, Y KOTO-
PBIX HET KPOBOTOUMBOCTH, MOCKOJIBKY TPOMOOIIMTONATHH ObIBAIOT 0€CCHUMIITOMHBI-
MU WU ¢ MUHUMAaJIbHBIMU T€MOPPArndeCKUMU SBJIICHUSIMU.

Ocob6oe BHUMaHHE CJIeNYeT YACNATh JUKBUIAIUA BO3JACHCTBUM, KOTOPHIE MO-
T'YT BBI3BaTh JUOO YCUIUTh KPOBOTOYMBOCTh. 3amlpeliacTcsl MPUeM ajKoToJis; U3 pa-
[IMOHA HEOOXOJAMMO MCKIIIOUUTH BCE 01012, KOTOPBIE COJIEPKAT YKCYC, M MPOITYKThI
JIOMAIITHET0 KOHCEPBUPOBAHMS, IMPUTOTOBJICHHBIE C MPUMEHEHUEM CaJUIIUJIATOB.
IInma gomkHa ObITh Oorara ButamuHamMu C, P u A, mociiequnii 0cOOEHHO MOKa3aH
IIPU YaCThIX HOCOBBIX KpOBOTE€UEHMSIX. Ha3zHayaroT 3T BUTAMUHBI U B BUJIE JIeKap-
CTBEHHBIX IIpenapaToB. [1oy1e3H0 BKIIIOYATh B pallOH apaxuc.

Heo0Oxonumo uCKII0OueHne U3 Teparuy COMyTCTBYIOMUX 3a001eBaHUIO TIperna-
paToB, BIUSAIONIMX HA CBEPTHIBAEMOCTh KPOBH, a TakKe Ha (YHKUIHIO TPOMOOLIUTOB.
I'enapuH MOXHO Ha3Ha4yaTh TOJBKO MPHU CUHIPOME TUCCEMUHUPOBAHHOIO BHYTPHUCO-
CYIUCTOT'O CBEPTHIBAHUS.

CpaBHUTETHLHO HEOOJIBIIIKE 1036l AMUHOKATIPOHOBOU KUCIOTHI (0,2 I/Kr Mim 6—
12 r/cyT nis B3pociioro 00JIbHOTO) 3HAYMTEIBHO YMEHBIIAIOT KPOBOTOUYMBOCTD IMPHU
MHOTHUX JTU3arperaioHHbIX TPOMOOIIUTONATHSIX M OJHOBPEMEHHO TMOBBIIIAIOT MMOKA-
3arenu kojuiaren-, AJ{®d— u TpoMOMH-arperanuu, yMEHbIIAIOT BPeMs KaWJLIIPHOTO
kpoBoTedueHus. I[Ipermapar Hambonee 3¢h(eKTHBEH TPH ICCEHIMATBHONW aTpOMOUH,
MapIUATBHBIX U3arperaioOHHbIX TPOMOOIIUTOMATHIX KaK ¢ HOPMAJbHOM, TaK U C
HApYIICHHOW «peakiueil OCBOOOKIEHUS», MPU JIETKOW W CPEIHETIKENI0N Ooe3HH
Bunnebpanga. 3 cuMnroMmaTidecKux TPOMOOIUTONATHI aMUHOKAIIPOHOBAsT KUCIIO-
Ta HambOoJee > (PeKTUBHA MPU MOCT-TPaHCPY3HUOHHBIX (POpMax, THIIOICTPOTECHHBIX
MAaTOYHBIX KPOBOTEUEHUAX, MUCHYHKIHUAX KPOBSHBIX IUIACTHHOK JIEKAPCTBEHHOTO
MPOUCXOXKIEHHUS, JehKo3ax. OCOOEHHO 3aMETHO KyNUpYIOIIee BIUSHHE aMUHOKa-
MIPOHOBOM KHCIIOTHI HA MATOYHBIE KPOBOTEUYECHHS (KpoMme Hambojee TSKENTbIX (Hopm
TpoMOacTtenun [nanmmanHa u OosiesHu BuiuteOpanma), HOCOBBIE KPOBOTEUYEHUSI.
BonpHBIM ¢ MaTOYHBIMU KPOBOTEUEHUSIMH Ha3HAYAIOT PETYJSPHBIN MpHeM mpenapa-
Ta ¢ 1-ro mo 6-i IeHb KaXXK10r0o MEHCTpyanbHOro nukia. [logduparoT MUHUMAaIbHYIO
7103y U HanboJiee KOPOTKUU Kypc IIpueMa npenapara, KOTOpble KyIUPYIOT OOUIIbHbBIE
U JUIUTENIbHbIE MEHCTPYaIbHbIE KPOBOTEUCHUS. Y HEKOTOPBIX OOJIbHBIX MOCIIE Kypca
JICYEHUs] AMUHOKAPOHOBON KUCIOTOM HACTYNaeT BPEMEHHOE OTCYTCTBHUE MEHCTpPY-
albHBIX KPOBOTEUCHUM, HE Tpelyrolllee CHEeUaIbHOTO JICYEHUs, HO B MOJOOHBIX
Cly4asix JOJDKHA OBITh HCKIIIOUeHa OepeMEeHHOCTb. AMMHOKAIPOHOBAasi KHCIOTa
Ha3HAYaeTCsl BHYTPh, IPUUYEM CYTOUHAs J103a JEIUTCS Ha 6—8 mpueMoB (mepBasi 103a
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MOXET OBbITh yAapHOM, NBOMHOM). IIpy BHYTpUBEHHOM BBEIEHUU TPYIHO TOOUTHCS
OecrnpephIBHOIO JIEUCTBHS MpernapaTa, BO3SHUKAIOT TPOMOO3bl BEH U MpPHU BBEICHUU
OOJBIIMX 103 — CUHAPOM JIUCCEMHUHHPOBAHHOIO BHYTPUCOCYJIUCTOTO CBEPTHIBAHUSA,
B CBSI3U C Y€M BHYTPUBEHHOE BBEJACHHE JOMYCTHUMO TOJBKO MPHU HAIMYUU SKCTPEH-
HBIX MOKa3aHuM. ['emocraTnyeckuii 3pPpekT aMMHOKAIPOHOBOM KUCIOTHI OOBICHSET-
Csl €€ KOMIUIEKCHBIM BO3CHCTBMEM Ha Pa3HbIE 3BEHbs] CUCTEMBbI reMocTa3a — QyHK-
U0 TPOMOOIMTOB, (UOPUHOJIN3, CBEPTHIBAIOIIYIO CHUCTEMY KpPOBH. OTHM, IIO-
BUJIUMOMY, OOBSICHSAETCS YMEHBLUIEHUE KPOBOTOUMBOCTU HE TOJIBKO MPHU KaYECTBEH-
HBIX Je(heKTax TPOMOOIIUTOB, HO U IIPHU UX BBIPAKEHHOM AePULIUTE.

B Tepanuu TpomMOGOLMTONATUN MOYXKHO MCIOJI30BaTh U POJCTBEHHbIE aMUHO-
KarpoOHOBON KUCIOTE HUKINYECKUE aMUHOKHUCIOTHl aHTU(PUOPUHOIUTUYECKOTO JIeii-
CTBUSL — MApaaMUHOMETHIIOEH30MHYIO KHCIJIOTY, TPAaHEKCaMOBYIO KuciaoTy. OHM 3a-
METHO OCIa0JSAIOT KPOBOTOUMBOCTH MUKPOIIUPKYISATOPHOIO TUIIA U OCOOEHHO — MEH-
CTpyaJibHble KPOBOTEUEHHS.

CyliecTBEeHHO TOBBIIIAIOT AAT€3UBHYI0 (QPYHKIIMIO TPOMOOIIMTOB CHUHTETHYE-
CKHE TOPMOHAJIbHBIE MPOTUBO3a4YaTOYHBIC mMpenaparbl. OHU 3aMETHO YMEHBIIAIOT
KPOBOTOYMBOCTH TMPHU Psiie MEPBUYHBIX U CHUMITOMATHYECKUX TPOMOOIMTOMATHUH.
Jlaxke Torna, Korja uMeercs riryookasi TPOMOOIMTOINEHUS WU GQYHKIUS TPOMOOIH-
TOB HE YJIYy4IIAeTCs, CAHTETUYECKHE KOHTPALENTUBbBI KYNUPYIOT U MPEIYNPEKIAI0T
MaTOYHbIE KPOBOTEYEHUSI, UTO LIEHHO MPH JICYEHUH MATOYHBIX KPOBOTECUYEHUHN Y re-
MaTOJIOTUYECKUX O0JbHBIX. OHHM BBI3BIBAIOT TAKYIO K€ CTPYKTYPHYIO MEPECTPOUKY
SHAOMETpPHS, KaKk U OEPEMEHHOCTh, U MEHCTpYyaIiH, 100 BOOOIIE CPHIBAIOTCS, TUOO
CTaHOBSITCS CKYJIHBIMHU M KPAaTKOBPEMEHHBIMU. B0 Bcex 3THX 0COOCHHOCTSX KPOIOTCS
M HEraTUBHBIE CTOPOHBI JEHCTBUS CHUHTETHMUECKHX KOHTPAIENITUBOB — MX CIOCOO-
HOCTH TOBBIINIATh BEPOSITHOCTh TPOMOO30B, MPOBOIMPOBATH TUCCEMUHUPOBAHHOE
BHYTPUCOCYIUCTOE CBepThiBaHUE. [Ipu TpomOOUMUTONATUSX U TPOMOOIUTONCHUSX,
00yCIIOBJIEHHBIX BHYTPUCOCYUCTHIM CBEPTHIBAHHEM KPOBH, WIIH MPU BHICOKON BEPO-
ATHOCTH €T0 Pa3BUTHS HE CIEAyEeT Ha3HAUaTh YKa3aHHbIE IIpenapaThl.

B tepanuu tpoMOonuronatuid TpaguiunoHHo npuMeHsitor AT® (o 2 mu 1%-
HOT'O pacTBOpa €KEHEBHO BHYTPUMBIIIEYHO B T€UeHUE 3—4 HeNenb) Mpu OAHOBpE-
MEHHOM Ha3Ha4Ye€HUU Cyib(hara mMarHusa (BHyTpuMbImieuyHo 1o 5—10 mu 25%-Horo
pacTBopa B TeueHue 5—10 mHei) ¢ Ha3HAYCHUEM B JalbHEUIIEM THOCYIh(hara mar-
Hug BHYTpb (10 0,5 r 3 pa3a B AeHb 110 eabl). JJaHHOe JieueHre TPUHOCUT HEKOTOPYIO
MOJIb3y MpHU MapUUaTIbHBIX AU3arperalfiOHHbIX TPOMOOIMTONATUAX C HApYyIICHUEM
«peaknuu OCBOOOXKIEHHUS», HO MOYTH HEAD(DHEKTUBHO TpH Pa3BEPHYTHIX (popmax
(Tpombactenust [ maniManHa, 3cCeHIMATbHAS aTpOMOUsT) U popMax HEJOCTATOYHOTO
HAaKOIUICHHUS] KOMIIOHEHTOB TUIOTHBIX TPAHYIJL.

Xopomwmii reMoctaTudeckuii d3p(PeKT KaKk Mpu MECTHOM MPUMEHEHUHU, TaK H
MIPU MOJIKOKHOM WJIM BHYTPUMBIIIIEYHOM BBEICHHUM JAET aJIPOKCOH (XpOMaapeH, al-
peHokcui). IlpenapaT cTUMyIUpyeT reMOCTaTUYeCKyl0 (YHKIMIO TPOMOOILIMTOB U
YIIy4IIaeT MUKPOLUPKYJIATOPHBIA TeMocTa3 (CocoOCTBYET KyIMPOBAHUIO MapEeHXH-
MaTO3HbIX KPOBOTEUEHU, KPOBOTEUEHUH U3 CIU3UCTHIX 000JI0YEK) U B TO K€ BPEMS
HE aKTHUBUPYET CBEPThIBAHWE KPOBH, HE MHTHOUpYET PUOpPUHONIN3. DTO MO3BOJISET
IIUPOKO TMOJIL30BATHCS AIPOKCOHOM MPHU JIFOOBIX TPOMOOIUTONATUSIX U TPOMOOILIUTO-
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MEHUsAX, B TOM YHUCJIE U MpU PopMax, CONMPSHKEHHBIX C CHHJIPOMOM JUCCEMUHUPO-
BaHHOTI'O BHYTPUCOCYJIUCTOTO CBEPTHIBAaHUSA. AJIPOKCOH NMPUMEHSETCS B BHUAE MOJA-
KOXHBIX WM BHYTPUMBIIIEYHBIX UHBEKIMH 10 1-2 M 0,025%-Horo pactBopa 2—4
pasa B CyTKHU: Kypc JICUEHHs] MOKET mpojoykaTecsi 1-2 Hepenu. IIpenaparom opo-
IaI0T KPOBOTOYAIYIO MOBEPXHOCTH JIMOO Ha HEE HAKIIAJBIBAIOT CAN(PETKHU, CMOUYECH-
HbIE B paCTBOPE aJIPOKCOHA.

[Ipy TpoMOOLMTONATUYECKUX KPOBOTEUEHUSX HIMPOKO MPUMEHSETCA TaKXKe
JUIUHOH JHOO MOAKOXKHO M BHYTPHUMBIIIEYHO, JIMOO B TabiseTkax BHYTpb. Heco-
MHEHHO, MOJIO)KUTENbHBIM BIUSHUEM IPU psjie TPOMOOUUTONATUN 00s1alaloT aHTa-
TOHUCTHI OpaAMKWHUHA — MUPHUAUHONKapOamaT (aHTMHUH, MPOJAECKTUH, MapMUJIKH).
[Ipu xKypcoBOM mpriemMe X BHYTphb B J03€ 1-3 r/cyT yMeHbIIaeTCsd KPOBOTOUYHUBOCTD
KaK IpU MHOTHMX TPOMOOLUTONATHUSX, TaK U MPU TPOMOOLMUTONEHUAX (MAHONATHYE-
CKOH, THUIOIIACTHYECKOM, JIeKo3HOM). [Ipn MeHCTpyaabHBIX KPOBOTEUEHHUSX 3TOT
npernapar MOXXHO COYETaThb C CHHTETHMYECKMMH NPOreCTMHAMH, MpPU HMMYHHBIX
TPOMOOIUTONEHUSIX — C TITFOKOKOPTUKOUJAMH.

[lepenvuBanusi HATUBHOM, AaHTUTEMO(WIBHON TUTa3Mbl U BBEICHUSI KPHUOIIpE-
[UIIUTaTa OCTAIOTCSI OCHOBHBIMU METOJAaMHU 3aMECTUTENIbHON Tepamnuu npu 00Je3HU
Bunnebpanga. OHU KynuUpYIOT KpOBOTEYEHUS, MPEAYNPExKAAOT reMOopparunyeckue
OCJIO’)KHEHHMsI IIpU ollepanuax. MeHee MOHATEH, HO BO MHOTHX CIIy4asiX HECOMHEHHO
BBIpa)KEH TepaneBTHUECKUN 3 (PeKT aHTUreMopuIbHON MIa3Mbl U KPUOIPELUIIUTATA
npu TpombacTeHuu [ maHIMaHa, 3CCEHIIMaTIbHON aTPOMOUHN U HEKOTOPBIX BTOPUUHBIX
TUC(YHKITUAX TPOMOOIIMTOB.

JlokanpHas OCTaHOBKAa KPOBOTEUEHHM 00ECIeYMBAETCS OPOLIEHHUEM KpPOBOTO-
Yanieil MOBEpXHOCTU OXJaxAeHHbIM 10 6—8°C 5% pacTBOpOM aMHHOKAIPOHOBOM
KHUCJIOTHI C TIOCJICIYIONICH anminKanue GuOpUHHON TJICHKH ¢ TPOMOMHOM, HaHecCe-
HUEM Ha KPOBOTOYAIYIO IOBEPXHOCTh aIPOKCOHA, HAJIOKEHUEM KOJIJIAar€Ha WU BbI-
TSDKKU U3 COEIUHUTEIbHONU TKaHU C TPOMOUHOM.
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[JIABA 1V. TATOJOTUS IVIA3BMEHHOI'O
(KOATYJSIHUOHHOI'O) 3BEHA TEMOCTA3A.
KOAT'YJOIATHA

Koazcynonamusa (ot natuHCKOro coagulum— «cBepThIBaHHE» H JPCBHE-
rpedyeckoro mabogc — «CTpajiaHue») — 3TO MATOJOTHYECKOe COCTOSHHE OpraHu3Ma,
0oOyCIIOBJICHHOEC HApYIICHUSIMHA  CBEpPTHIBAIOIICH CHCTEMBl KpOBU. Pazmuyaror
HACJIC/ICTBCHHBIE (TCHETHYECKU OOYCIOBJICHHBIC) U MPUOOPETCHHBIC KOATyJIONATHH.
Knaccudukarus HaclneICTBEHHBIX KOArysonaTtuid mpuBeaeHa B Tabmune 7. OCHOB-
HbIC TATOTCHETUYECKHE BAapUAHTHI MPUOOPETEHHBIX KOAryJomaTHil MPUBEICHBI B
Tabiuie 8.

HACJIEACTBEHHBIE KOAT'YJIOITATUN
I'emopuausa A u B

Orto Hambojee pacnpoCTpaHEHHbIE M TSKEJble HAcJIeICTBEHHbIE Koarysora-
tun. Ha nomto remopmwmnu A (nedunur VI dakTtopa cBepThIBaHUS) MPUXOIUTCS
87 — 92% Bcex ciyyaeB yKazaHHbIX (POpM maTojoruu, Ha nono remoduinu B (me-
¢unut IX pakropa) 8 — 13 % (bapkaraun 3.C., 2005).

HcTopus nzyyeHus 3a0oieBaHus

[lepBbie omucaHusi CUMIITOMOB, MOXOXKUX HAa TeMO(WIMIO, BCTPEUAIOTCS Ha
uBpute eme Bo Il cromernn no Hamiel 3pel. A reModuins KaKk HAcJIEICTBEHHOE 3a-
6oneBanue Oblia onucana B Tanmyze B V ctonetun Hamiei 3pel. [lo 3akoHaM paBBH-
HOB, MaJILYMK OCBOOOXKIAJICS OT 00pe3aHusi, €CJIM JIBa €r0 CTapIIUX OpaTta yMHUpaIu
oT 3Toil mpouenypsl. PaBBun Mowuceit Maitmonun (1135-1204) BBen 3TO mpaBuiio
JUISl CBIHOBEH JKCHIIMH, KOTOPBIC BBIXOAWIN 3aMYyX BO BTOpoi pa3. Takum oOpazom,
YK€ TOTJIa YUYUTHIBINCH 3aKOHBI HACJIEICTBEHHOCTU. ApaOckuii ¢uszmonor AnpOyka-
3u (1013-1106) onmcan ciaydan cMepTH MaJTbUMKOB OT KPOBOTEUCHHUS TOCiie OaHalb-
HOU TPaBMBI.

Camoli U3BECTHOW HOCHTENBbHUIIEH reMOo(UIIny B UICTOPUU Oblila KoposieBa Be-
mukoOputanun Buktopus. [lo-Buammomy, myrarusi mpousoinnia B €€ reHotune de
NOVO, TIOCKOJIbKY B CEMbSIX €€ POJUTENeH cTpanarmue reMoGuiineil He 3apeTucTpu-
poBaHbl. TeopeTHueckn 3TO MOIJIO Obl IPOU30MTH U B TOM CIIy4ae, €Ciau Obl OTIIOM
Buxkropuu siBisiiicss B A€HCTBUTENBHOCTH HE Dmyapa ABryct, repuor KeHtckuii, a
KaKoW-mn0o apyroil myx4uHa (00ibHON reMOopUIneii), 0JJHAKO HUKAKUX HCTOPUYC-
CKHUX CBHUJIETEIIHCTB B TOJIb3Y ATOTO HE CyImecTByeT. ['eModunueit ctpaman ouH U3
ceiHoBel Buktopuu (JIeonomnwa, repror Onbanu), a Takxke psiJl BHYKOB U MPABHYKOB
(pomuBIIMXCS OT JOouUepeld WM BHYUYEK), BKJIIOYAs POCCHIICKOro napeBuua AJiekces
Huxkonaesuya. Ilo »Toil mpuunHe AaHHOE 3a00JieBaHUE MOJYUYUIIO TAKHUE HA3BAHUS:
«BUKTOpPUAHCKas OOJE3HbY» M «I1apckas 0omne3Hby». Takke uHOrAa B Hapckux (pamu-
JUSAX JI1 COXPAHEHUS! TUTYJAa JOMYCKAIUCh Opaku MeXAy OIM3KMMH POJICTBEHHH-
KaMH, OTYET0 YacTOTa BCTPEUaEMOCTH reMO(pUInu ObliIa BBIIIE.
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http://ru.wikipedia.org/wiki/%D0%92%D0%B8%D0%BA%D1%82%D0%BE%D1%80%D0%B8%D1%8F_%28%D0%BA%D0%BE%D1%80%D0%BE%D0%BB%D0%B5%D0%B2%D0%B0_%D0%92%D0%B5%D0%BB%D0%B8%D0%BA%D0%BE%D0%B1%D1%80%D0%B8%D1%82%D0%B0%D0%BD%D0%B8%D0%B8%29
http://ru.wikipedia.org/wiki/%D0%AD%D0%B4%D1%83%D0%B0%D1%80%D0%B4_%D0%90%D0%B2%D0%B3%D1%83%D1%81%D1%82,_%D0%B3%D0%B5%D1%80%D1%86%D0%BE%D0%B3_%D0%9A%D0%B5%D0%BD%D1%82%D1%81%D0%BA%D0%B8%D0%B9
http://ru.wikipedia.org/wiki/%D0%9B%D0%B5%D0%BE%D0%BF%D0%BE%D0%BB%D1%8C%D0%B4,_%D0%B3%D0%B5%D1%80%D1%86%D0%BE%D0%B3_%D0%9E%D0%BB%D0%B1%D0%B0%D0%BD%D0%B8
http://ru.wikipedia.org/wiki/%D0%90%D0%BB%D0%B5%D0%BA%D1%81%D0%B5%D0%B9_%D0%9D%D0%B8%D0%BA%D0%BE%D0%BB%D0%B0%D0%B5%D0%B2%D0%B8%D1%87
http://ru.wikipedia.org/wiki/%D0%90%D0%BB%D0%B5%D0%BA%D1%81%D0%B5%D0%B9_%D0%9D%D0%B8%D0%BA%D0%BE%D0%BB%D0%B0%D0%B5%D0%B2%D0%B8%D1%87

HacsiencTBeHHbIE HAPYIIEHUSI CBEPTHIBAEMOCTH KPOBH
(3. C. bapkaran, 1988, 2005)

Taoauua 7

Hedunuraeiii pakTop

| Ha3panwe Gonesuu

I'pynma | C n301MpOBaHHBIM HApPYLIEHHMEM BHYTPEHHEro MexaHu3Ma (popMupoBaHusi IPOTpOMONHA3HOMN aK-
THBHOCTH
(TIpr HOpMAJIEHOM MTPOTPOMOMHOBOM M TPOMOWHOBOM BPEMEHH)
VIHIEK AHTUTEeMOQWITBHBINA TTI00YIUH Temodumust A,
(VII:C) Kodakropnas remodunus u apyrue ayrocoMHsie (popmbl
VIII.®B ®daktop Bumneopanma Bonesns Bunneopanna
IX [Inasmennpiii komroHeHT TpoM- | ['emoduus B (bonesns Kpucrmaca), remodunus B (Jlelinena)
OorutacTuHa
Xl [penmecrBennuk riazmenHoro | PTA — nenocrarounocts (I'emoduus C)
TPOMOOTLTACTHHA
Xl ®akrop Xaremana, ¢akrtop koH- | Jledekr Xaremana
TaKTa
-- [Mnazmennblit  npexawukpenH | Jedext Gneruepa
(TIMK) , paxrop dneryepa
-- Broicokomonekymsipaslii  kuHU- | deduunt BMK (nedext Bunbsmca; Ouripkepanbaa; dnoxaxa)
HoreH(BMK)
I'pymna Il | C u30/1MpoBaHHBIM HapylleHHEeM BHeIIHero MexaHu3Ma ¢popMUPOBaHMs MPOTPOMONHA3HOI AKTHB-
HOCTH
(npu HopMmanbHbIX ATITB, AKT, 1 TpoMOHHOBOM TecTe)
VIl [IpokonBepTHH ['nmoxoHBepTHHEMHUS
I'pynma CHapyuieHHeM BHEIIHET0 H BHYTPEHHEr0 MeXaHM3MOB (p)OPMHUPOBAHUS MPOTPOMOMHA3HON aKTHB-
Il HOCTH
(Ilpu HOpMaTHPHOM TPOMOWHOBOM BPEMEHN)
\Y Ac — rnoOynuH, npoakuenepuH, | ['unoakuenepuHemus (aparemModums)
naOWIBHBIHA (hakTOp
X ®axtop Crroapta — [Ipayspa Bonesns Crioapra — [Ipayspa
I [IporpomOuH T'umo(ouc)mporpoMbuHEMuUs
-- Kommnnekcusiit nepunut dakro-
pos |1, VII, X, IX
I'pynma C HapylIeHHeM KOHe4YHOro 3Tana cBepThIBAHUS
v
I OubpuHOreH | A(runo)pubpunorenemus, JnchubpuHoreHemMus
I'pynma V Hapymenue cradbuauzanuu pudpuHa
X111 OuOPHUHCTAOMITN3UP YIOIIHAN Hedrmmur OCD
¢daxTop(PCD)
I'pymmna Cmemannblie (mapHsbie) popMebl 1epUIUTHBIX (AKTOPOB
VI
Yame
VIH+V
I'pynma Heduuut Gpu3non0ruiecKnX aHTUKOAryJISTHTOB
Vil

Awnturpombun (AT I )
a,- MakporinooyimnH (MI')
[Iporenn C

[Iporenn S

Hedurmur AT 1, Tpombodmmust
Hedumur MI'

Hedunut npotenna C
Hedurmt npotenna S
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Tab6auuya 8
OcHogHble namozenemuyecKue 6apuanmovl RPUOOPemeHHbIX
Koazynonamuueckux cunopomos (bapkazan 3.C., 1988, 2005)

Ne Koarynonarnueckne cuHAPOMBI

1. | ABC — cunapoMsbl

2. | Kommnekcnsiit negunut K — Butamua3aBucUMBIX GakTopoB ( pakTopoB
XILX M u  1X)

a) 0e3 BO3/ICHCTBUSI aHTUKOATYJISTHTOB
B) 1OJ] BIIMSIHUSL AHTUKOATYJITHTOB HENPSIMOTO JEUCTBUS

3. I/IHFI/I6I/IpOBaHI/Ie OTACJIBHBIX q)aKTOpOB CBCPTHIBAHUA CHCLII/I(l)I/I‘ICCKI/IMI/I AHTH-
KoaryJisiHTamu.

4. | Hapyuienus npu napanpoTeMHEMHUSIX U JUCTIO0YITMHEMUSX

5. I/I?)OJII/IpOBaHHaSI TUNCPreruapuHeMuda MW BIIMAHHUC AOPYTIUX AHTUKOAT'YJIAHTOB
IMpsAMOTro HeﬁCTBHH

6. | [Ipu uckyccTBeHHOM akTUBalMK PUOpHUHONIK3A U 1ePUOPUHALIMOHHON Tepanuu

7. | U3onupoBaHHBIN TPUOOPETEHHBINA JEe(DULIUT OTAETBHBIX (DAKTOPOB CBEPTHIBAHUS

[lepBoe moapoOHoe omucanue remoduinu caenan xon Konpan Otro, uc-
cnenoBatenb u3z Gunanenspuu. B 1803 rogy o omyOnmMKoBan CBOIO HAYYHYIO pabo-
Ty Ha TEMY MOBBIIIEHHON KPOBOTOUYMBOCTH. JleTaIbHO NU3y4asi FT€HEAJIOTUIO OJTHOM U3
cemeilt, OTTO clenai BbIBOJ O HACJEICTBEHHOW CKJIOHHOCTH K IMOBBIIICHHON KPOBO-
TOYMBOCTH y MaJIb4MKOB. TeM He MeHee, TepMUH «TeMOpUIHs» ObLT BIEPBBIC HC-
noJyib30BaH B 1828 romy HemenkuMm ¢usnoiorom Xomndom. I'emopunus B kak camo-
CTOsITeNNbHOE 3a00JieBaHMEe ObLIAa BBHISBICHA TOJNBKO B 1952 romy. Yacto sty dhopmy
Ha3bIBAIOT eme «0one3npto Kpuctmaca», mo Qamwimu mepBoro 00cCiieI0BaHHOTO
MaJb4MKa ¢ ATOW O0oJie3Hbl0. ['eMopuInio A COOTBETCTBEHHO HA3bIBAIOT «KJIacCHYE-
CKOI».

I'emodunueii cTpagan MHOTHE MMOTOMKHA MYXCKOTO TI0JIa aHTJIMHCKON KOpo-
neBbl Buktopuu, mpanpaBHYKOM KOTOPOUM ObUT M PYCCKHM 1apeBud AJeKCed, ChIH
nocieaHero pycckoro umneparopa Hukonas II. Hukonait I u3zbpan cebe Herecty —
npuHueccy Anucy Bukroputo Eneny Jlyumsy beatpucy I'ecce-Ilapmiiranckyio (B
kpeuennn Anekcanapa @enoposna). OHa nmpuxoauiIach aHIIIUKUCKON KopoJieBe Buk-
Topun BHy4ukoi. Ponurenu Hukonas Il Opu1n kaTeropuuecku mpoTUB 3TOr0 Opakoco-
YETaHMs, OCKOJBbKY 3HAJIM, YTO POJ KOpPOJEBbl BUKTOpPHM mepenaeT HaCIeICTBEH-
HyI0 OoJne3Hb — remouinio (HecBepThiBaeMocTh KpoBH). ChiH AJiekceld poauics
00JIbHBIM TeMO(pUIIUEH, MOJYUYUB €€ OT MaTepu — uMIepaTpuisl Anekcanapsl Deno-
POBHBI, YHAcCJIe/I0BaBIlIeil 00JE3Hb OT CBOCH MaTepu MPHUHIECCH AJKMCHI, KOTOpas, B
CBOIO OYEPEb, MOIyUnJIa €€ OT MaTepu - KoposaeBbl Bukropun. Koponesa Bukropus
OblIa HOCUTEIEM TeMO(pUINU, HO U3 JIEBSTU €€ JeTeH JIMIb OJUH ChIH, MpuHIl Jleo-
noJiba, 0osen reMouiireit u ymep, Koraa emy ObUl TPUIILIATH OJIUH IO/, a €€ JOUYEepH,
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npuHiecchl Anuca u bearpuca, Opmn HocuTensiMu Oosie3Hu. M3 ueTeipex chiHOBEH
npuHiecchl beaTpucsl nBoe Obuin OONBHBI reModuiaueid, a ee 104b, Bukrtopus-
EBrenus, xena kopons Mcnanuu, nepenana 00jie3Hb IByM U3 TPOUX CBOMX CHIHOBEH.
CoiH npuHneccel Anucel, @eaepuk, OAUH U3 CEMEPBIX JETEH, yHACIEAOBaBIIUN Ie-
Moo, yMep B TpexjeTHeM Bo3pacte. JIBa ceiHa ee cecTphl MpeH ObLiu Takke
6osbHBI TeModuiaueid. Tem He MeHee, OTHOMY M3 HUX YyJaloCh OJIarOMoJIy4yHO J10-
JKUTBH 10 56 net. Puc. 17.

MoHapxu-poauTenan, Kak MOTJH, CTPEMWINCh yOepeub CBOUX 4Yaj OT TPaMB.
Hanpumep, ncnanckas KOpOJEBCKasi CEMbs OJIEBalia IByX CBOMX MaJbUUKOB B IMO/JI-
OUTBIC BaTOM KOCTIOMBI; JaXKe JIEPEBbs B MApKe, T/Ie 0OBIYHO UTPANIU JCTH, ObLIA 00-
Bs3aHbI BoisiokoM. Hukomait I u ero cembst Takxke BBIHYXKJEHBI ObUTH MPUHSTH Mpe-
TyTPEIUTEIbHBIC MEPBI, OKPYXKUB ce0s1 Y3KMUM KPYTroM JIIOJIel, 3HABIIUX TalHy 00-
JIE3HU, U OTPAJIUB CEMBIO OT BHEIIHETO0 MUPA BBICOKOM KEJIE3HON PEIIETKOW BOKPYT
nBopioBoro napka B [lapckom Cene. Tem He MeHee, 3TO HE cMOTJI0 yoepeub IapeBu-
4ya OT CHMHSIKOB U I[apalivH, U POJAMTEIN MPOCTO MPUXOAUIU B OTUasiHUE, CO3HABas,
YTO MOCTOSSHHO >KMBYT Ha rpaHu katacTpodsbl. [loHsB, 4TO Bpauum OecCUIIbHBI 00-
pPOThCS ¢ TeModuIue, UMIepaTpuIla Hayajla UCKaTh APYTHe MyTH CIIACEHUS HACJeI-
HUKa Tpectoiia. Tak B KM3HM LIAPCKOM cembu mnosiBuiics ['puropuit PactiytuH, oH
OCTaHaBIIMBAJI KPOBOTEUEHHUE Yy IapeBUYa OOBIKHOBEHHOM yOOBOW KOpoOH, oOnana-
IOIIEN TeMOCTaTUYECKUMH CBOMCTBaMU. PacmyTHH Takxke 3Hajl CUOMpPCKHUE, KUTaMi-
CKH€ U TUOETCKHE KPOBOOCTAHABIIMBAIOIINE TPABHI.

B te Bpemena remodunuio Je4nsid MOJAPYYHBIMU cpenacTtBamu. Hampumep, B
1936 rony xypHan «Lancet» pacckazai o JOCTOMHCTBaxX 3KCTpakTa OpoMuaa, BbIje-
neHHoro u3 6enka suil. B 1934 roxy ObutH POBEEHBI YCIEITHBIE IKCIIEPUMEHTHI 110
NPUMEHEHUIO 3MEUHOTO fJ1a JJIsl OCTAaHOBKM KpoBoTeueHui. B 1966 roay xypHaiu
«Naturey Hamucasn o 11e1e0HbIX CBOMCTBAX apaXxrUCOBOW MYKH JJIsi OOJIBHBIX TeMOd -
JIAEH.

Tem He MeHee, caMble BaKHBbIE JOCTHIKEHUS OBLTN CHENIaHbl €Ile PaHbIIe TPH
M3YYEHUH BO3MOXHOCTH TiepenuBanus kpoBu. Eme B 1840 romy xupypr Camyaib
JIsiiH ommcan ciaydail yCHENIHOTO TEepeTWBaHUs KPOBU MaJb4MKy OOJIHHOMY T€MO-
bunmeit ¢ CHIBHBIM MOCJIEONEPAIIMOHHBIM KPOBOM3IUSIHUEM. TeM He MeHee, OTCYT-
CTBUE€ 3HAHUI O IPYNINOBOM MPUHAIJIEHKHOCTU KPOBU U AJIIEMEHTAPHBIX MIpaBUJIaxX Ie-
pelauBaHMs Ha JIOATHE TOJbl OCTAaHOBWJIM PAa3BUTUE OSTOrO0 HAMpPaBICHUS.
B navame 50-x mig ynedeHus remModuiany Oblla WCIIONB30BaHA TUTa3Ma JKHBOTHBIX.
HecMoTpst Ha TO, 9TO B HEKOTOPHIX CIIy4asiX 3TO ObUIO JOCTATOYHO 3P (HEKTHBHO, BCE
K€ BO3HHMKAJIIM 4YacThle, a IOPOW U OUYEHb TSXKEJble ajuiepruueckue peakuuu. Padbora
JHlokTopa DnBuHa Kona mo pa3neneHuro mia3mMbl Ha OTACIbHBIE (PPAKIIUN TTPU TIOMO-
I Pa3IMYHBIX KOHIICHTPAIMHA COJIM W aJIKOTOJIsl MpHUBENa K IMOJYyYeHHIO0 clabo-
ouniieHHoro koHneHtpata ¢akropa VIII (AHG - anTturemouibHBIA TIOOYIHH).
OrpomHBbIi TTPOPBIB B 3TOM HamnpasiaeHuu caenana Jxynut Ilym B 1965 rony, koto-
pas mokazaja, 4yTo cjaaboe oTTrauBaHue IIa3Mbl 70 4°C BeleT K MOSBICHUIO KOpHY-
HEBOr0 ocajka ¢ OodbIIMM KoirdecTBOM B HeM (aktopa VIII. DToT mponykt ObL1
Ha3BaH KpuornpeuunuratoM. CycTsi HECKOJBKO JIET MOSBUJICS OYUILIEHHBIM KOHIICH-
TpaT QakTopa, MPEUMyIIEeCTBO KOTOPOTrO ObUIM HAJIUIIO: €r0 MOXXHO OBLIO XPaHUTH B
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JOMAIlIHEM XOJIOAWJIBHHUKE MpH Temneparype 4°C, HecMOTpsl Ha MaJIeHbKHI 00BeM,
OH ObUI 3HauuTeNbHO Ooisiee 3(dexTruBeH, yeM Kpuonpeuunurtar. [losBieHune KoH-
LEHTpaTa (akTopa 03HAMEHOBAJIO HOBYIO 3MOXY B JIEYEHHH OOJIBHBIX FeMO(PUIHEH:
KOHLIEHTpAT MO3BOJIMJI OOJIbHBIM MEPEUTH HA JOMAIIHEE JICYEHUE U HE 3aBUCETh OT
HaJIM4YMs Bpaya B HEMOCPEICTBEHHOM OJIM30CTH.

BriocnenctBum crano SCHO, U4TO JIMKOBAaTh ObUIO paHO: KOHUEHTpAT ¢akropa
OKa3aJiCsl CJIMILKOM XOPOILIMM NEPEHOCYHMKOM BUpPYycoB. Eciiu kpuonpeuunurar me-
penMBalics OT OAHOTO JOHOpA K OJHOMY PELUIHUEHTY, TO NapTHUH KOHILIEHTpaTa (ak-
TOpa U3rOTABIMBAIUCH U3 OOJBLINX 00BEMOB KPOBU OT pa3HbIX IOHOPOB. B nepuon ¢
1979 o 1985 rox orpoMHOe 4HMCIO OOJBHBIX FreMO(UINEH, UCTIOIB30BABIINX KOH-
ueHrpar, 3apasunuchk CIIMJlom, o4eHb MHOTHE yMEPIJH 110 3TOW npuuuHe. Bupyc re-
natuta C oOHapyxxuinu Tojbko B 1989 roay. Toraa cramo moHSATHO, 4YTO OOJBIINH-
CTBO OOJIbHBIX TeMO(duiinen y:xe UM ObUTH 3apaskeHBbI.

OrpomHoOe nocTHXeHHe Obulo caenaHo npodeccopom Iluepom Manyuuu B
1977 rony, xoTopslii mokazain, uro gecmornpeccudH (DDAVP) moxer yBennuuBaTh
ypoBeHb (aktopa VIII u pakropa BumieOpanaa, uto sBIsSETCS 3aMeUYaTeIbHBIM CIIO-
coboMm sedeHus Jierkux QGopm remobunuu  u  Oone3Hu  BuuieOpanna.
I'en, orBewatonuii 3a BeIpaboTKy (aktopa VIII, 61 pacmmdposan B 1984 roxy.
DTO cTamo OCHOBOU IIJIsi MPOM3BOJICTBA PEKOMOMHAHTHBIX (T€HETUYECKH CUHTE3UPO-
BaHHBIX) KOHIIEHTPATOB (pakTopa. PexoMOMHAHTHBIE MpenapaThl MUCKIIOYAIOT PUCK
sapaxxennss BUY/CITN /oM 1 npyrumMu 4e0oBeUYeCKUMU BUPYCAMH.

Opnako, Oynyiiee B J€YEHHH HACIEIACTBEHHOM MAaTOJIOTUHU, B TOM YUCJE U Te-
MOGWINH NIPUHAJICKUT TEHHOU Tepanuu. B HacTodiee BpemMsi UAYT UCTIBITAHUS 10
nepecagke OOJBHBIM TeMO(UIHEH 370pPOBOr0 I'e€HAa, OTBEYAIOIIETO 3a BBHIPAOOTKY
HEJO0CTaIoNIEro GakTopa CBEPTHIBAEMOCTH. DTO 1easi UHIYCTpUs, KOoTopas paboTaeT
B MIOMCKaXx JiekapcTBa oT remoduinn. Ho u 3/1eck He Bce Tak MpOCTO: MIar 3a MIaroM ¢
pa3paboTKaMi HOBBIX CIIOCOOOB U METOOB JICUCHHUS YEJTOBEYECKUN OpraHu3M MpH-
JTyMBIBa€T BCE HOBBIC M HOBBIE CIOCOOBI 3aIIUTHI OT MOTYCTOPOHHETO BMENIATEN b-
ctBa. [locnennue ycrnexu B 00JIaCTH TEHHOW WHXKCHEPUU TO3BOJISIOT HAJEATHCS HA
ayduiee. OJHAKO K KaKOMy HOBOMY BUTKY 3BOJIOLHMH IPHUBEAET CTOJIb KOPEHHOE
BO3/JICHICTBHE HAa OPraHM3M YEJIOBEKA, CEefYac OCTAETCs TOJBKO MPEANOaraTh.

HacnenoBanue remodbuianm.

Hacnenytorcs remodmmmu A u B — penieccuBHo, moaToMy remopunusiMu  60-
JIEI0T 3a KpailHe peIKUMH HMCKIIIOUEHUSIMHU JIMIIA MY>KCKOTO 10J1a, a MepefaTyYuiaMu
MATOJIOTUYECKOTO TeHA SBIISICTCS JKeHITUHBI. [leheKTHBIN TeH, «IIOBUHHBIN» B nedu-
nure ¢akropoB VI u IX, Haxomutcs B 23-ii mon ompexpensionieid mape, B X-
xpomocome. O603HaunM ePeKTHYI0 X-XpOMOCOMY, TOYepKuBaHneM: X, Toraa 23-
s mapa y 00JpbHOTO reMouiueit OyneT BeITISACTh Tak: XY, a Y HOCUTSIHHUIIBI TeHA
remopunuu - XX. HocuTenpHullbl reHa reMoprIng peiko CTPaJaroT MOBBIIIEHHON
KPOBOTOYMBOCTBIO, TaK KaK y HUX MMEETCS €lle OJHA HOpMajibHas X-XpoMOcoMa B
23-# mape, KoTopasi ¥ KOMIEHCUPYET HOPMaJIbHYIO BBIPAOOTKY (paKTOpPOB. A BOT y
0osbHOrO reModunneit MmyxunHbl ¢ napoi XY «3amacHoil» xpomocombl HeT. llo-
ATOMY y HEro HET HOPMaJIbHO JEUCTBYIONIEIO0 MEXaHU3Ma, KOTOPbIM PYKOBOAUT CHUH-
Te30M (paKTOPOB CBEPTHIBAHUS.
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Koponesa Buxmopus (1819 —1901).
Yepes ee oemeil cemounusa nonana 6
uapcmeyrowue cemvu I'epmanuu,
Hcnanuu u Poccuu.

ILlecapesuu Anexceii poounca nemom 1904 zo00a
yepe3 10 1em nocne éenuanun Hukonasa Anexcan-
oposuua u Anexcanopvt @edoposnsvt. He npowino
U wecmu Heoelb, KAK 6bIACHUIOCh YHCACHOE:
Y uecapeeuua zemouiusa, npomue KOmopou
6 mo epema meduyuna Ovina OeccuibHa.

_6\ Aavoepm Caxcen Kobype

601bHbIE
. . 3dopogole
eemopunueni
HOCUMEABHULDI GePOosAMmHbIE
HOCUMEABHU DI Buxmpug
Dayapad VII
Jeonoavd Aauca Kopoab Aneauu beampuca
Ppedepux i Hukonaii I1 | 6
Anekcandpa Hpen
Buxkmopus JTeonoand

Aauca

Pynepm ;L L L

i Anexceti

Paccmpenanvt 6 1917 2.

Aavgpornco  Toucano

Puc. 17 . I'eneanozuueckoe opeso koponeevl Buxmopuu
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Ha pucynke 18 noka3aHbl BapuaHThl COYETAHUN B OpaKe 3710pOBOr0 MY>KUMHBI
Y KEHIIHUHBI - HOCUTEIbHULBI TeMO(UITUU:

MaTh XX _
SN

N
AN
N
— - - e v AN
J04b XX cblH XY Joub XX ¢cblH XY
(HOCUTENIBHULIA) (remodunus) (3noposa) (310pOB)

Puc. 18.

OTcroa 0OYeBUIHO, YTO MPHU TakoM Opake 25% BEepOSITHOCTH, YTO ChIH OyAeT
oosen remodumeit , 25% BepOSATHOCTH, YTO JO0Yb OyACT HOCUTECIBHUIICH T'eHa Te-
Modminn, u 50% BeposSATHOCTH, YTO €T OyAyT 340pOBBI. M3 3TON CXEeMBbI MOHSATHO,
noyemMy reMoQuvs, Oy ydr HaCJIeICTBEHHOW O0JIE3HBIO, MOKET HE MPOSIBIATH CeOs
B T€YEHHE MHOTUX TMOKOJIEHHHA. DTO BO3MOXKHO B TOM Cily4ae, KOTJla B T€UEHHUE He-
CKOJIbKUX TIOKOJIEHUH y POJUTENEH MOSBISIOTCS AOYEPU-HOCUTENBHULIBI, KOTOPHIE,
€CTECTBEHHO, 00 3TOM HE MOJI03PEBAIOT. DTa IIENOYKa MOXKET MPEePBATHCs, €CIIH B PO-
1y HOCHUTEJIbHUIIBI TIOSIBUTCS J10Yb, HE UMEIOIas reHa reMOQUInu, UiIu 3J0pOBbIT
CBIH.

Ha pucynke 19 mokaszaHbsl BapuaHTBI POXKICHUS JeTel B Opake MY>KUWHBI,
0osbHOTO TeMOUINEH, U 3I0POBOH JKCHIMHBI, HE UMEIoIIeH TeHa remodunun. Kak
BUJIUM, B TaKOM Opake BCE CHIHOBbS OyAyT 3I0POBBI, HO BCE JOYEpPH OYIAyT HOCH-
TEITHHUIIBL.

Jnoup XX CbIH XY noyp XX chiH XY
(HOCUTENBHULA) (3710pOB) (HocuTeNbHHULIA) (3110poB)

Puc. 19.

Ha pucynke 20 n3o00paxeH MOCIEIHWUN BapWaHT - OpaKk MEXIy MYKUYWHOM,
OOJIbHBIM TeMO(UINEH, U KEHIIMHOW - HOCUTENbHUIICH. DTO UpEe3BbIYANHO PeAKU
BAPHUAHT, TEM HE MEHEE, U €ro HAJI0 YUYUTHIBATh. B 3TOM BapuaHTE MOSBIISIETCS IIAHC
POXKJIEHUS J€BOYKH, O0IbHOM reModuineil. B uctopuu remMaTosioruu M3BECTHHI Ta-
KHE CITy4au.
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nous XX coid XY
(remodunus) (remodunus) (HOCHTENIBHULIA) (3110pOB)
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Puc. 20.

B nannHo#i rmaBe paccMOTpeHbl BapuaHThl HacjieaoBaHus remMopunuii A u B.
I'emo¢punus C HaciegyeTcsi ayTOCOMHO — PELIECCUBHO, M €10 OO0JICIOT Jula 000ero
oJIa.

KnnHnueckas kapTuHa

st remodununit A u B xapakrepeH reMaTOMHBINH THI KPOBOTOUMBOCTH. OT-
MEUaeTCs YeTKas 3aBUCUMOCTb YAaCTOTHI M TSKECTH TeMopparuii oT ypoBHS aedu-
uTHOrOo (hakTopa B 1a3me. B kimHu4eckoil kapTuHe npeolaagatoT KpOBOUBIUSHUS
B KpYIIHBIE CyCTaBbl KOHEUHOCTEH, ITyOOKHE MOAKOKHBIE, MEKMBIIICUYHbIE U BHYT-
PUMBIIIEYHBIE TEMATOMBI, OOUJILHBIE U JTUTENIbHbIE KPOBOTEUECHHS MIPU TpaBMax, Te-
MaTypHusi; pexke HaOII0Jal0TCa APyrue reMopparuu - 3a0pIOIIMHHbIE TEMAaTOMBI, KPO-
BOM3JIUSHUSA B OpPraHbl OPIONIHOW MOJOCTH, >KETYJOYHO-KHUIIIEYHbIE KPOBOTECUEHUS,
BHYTPUYEPENHBIE TEMOPPAruu M T.J.

[TpocnexxuBaeTcss Bo3pacTHas BOJIIOIMS MposBIeHUN Oose3Hu. Ilpu poxie-
HUW MOTYT HaOII0JaThesl 0ojiee WM MeHee OOIUpHBIE KedaaoreMaTOMbI, MOIKOX-
HbI€ WM BHYTPUKOKHBIE KPOBOU3IUSAHUS, [T03IHHUE KPOBOTEUEHHUS U3 MYIIOYHOTO Ka-
Haia. Yacto OoJie3Hb BBISBISIETCS IIOCTE TEPBOM BHYTPHUMBIIICYHON HWHBEKIIUH,
BCJIEZICTBHE KOTOPOW pa3BUBAETCS OOIIMpPHAsI MEXMBbIIIeyHasi remaroma. KpoBoteue-
HUSIMH MOXXET COMPOBOXAATHCS MpopesbiBanue 3y0oB. Korjma peGeHOK yuuTcs Xo-
JUTh, TAJICHUE W YIIUOBI COMPOBOXKIAIOTCS TéMaTOMaMU Ha TOJIOBE M TYJOBUIIE, B
o0nacTH AToauIl. 3aTeM Ha NIEPBBIN IUIAH BBHICTYMAIOT KPOBOU3IUSHUS B KPYITHBIE CY-
CTaBbl, HECYIIME€ OCHOBHYIO OINOPHYIO U JABUTarenbHyl0 GyHkmun. [Ipenmytre-
CTBEHHO MOPa’KaIOTCsl KOJIEHHBIE, TOJIEHOCTOIHBIE, Ta300€IpEHHbIE, ILICYEBbIE, JIOK-
TeBbIe cycTaBbl. [lopaxkeHne cycTaBoB y OONBHBIX reMO(MUInueli HOCUT Ha3BaHUE Te-
MOQUINIECKON apTPOIIAaTHH.

KO.H. Anapee (2006) BbImenseT HECKOJIBKO OCHOBHBIX (popMm remoduande-
CKOM apTpOIaTHu:

1. Ocmpeuiii cemapmpo3 - KpOBOU3IUSHUE B CYCTaB, MPOSIBISETCS OCTPHIM 00-
JIEBBIM CHHAPOMOM, MPUITYXJIOCTHIO, ePopMaliell cycTaBa, MECTHBIM MOBBIIICHU-
€M TeMmIrepaTypsl B 001actu cycraBa. Koxka Haj mopa>keHHBIM CyCTaBOM 4acToO TUIle-
PEMUPOBaHA, ABUKEHUS PE3KO OTPAHUYEHBI U3-32 PA3BUTHUSI KOMIIPECCUOHHOTO U 00-
JIEBOTO CUHIAPOMOB. BOJIBHON NIEpKUT CyCTaB B MOJIOKEHUH, B KOTOPOM MEHEE BbI-
pakeH OoseBoil cuHAPOM (puc. 21, CM. IIBETHYIO BKIAIKY). [ JTaBHBIM MCTOYHHUKOM
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KPOBOMBJIMSIHUN B CYCTaB SIBIIIETCSI CHUHOBHUANIbHas o0Oojouka. I[lepBbie KpoBo-
V3JIUSIHUSL TIPEPacIoyiaraloT K MOBTOPHBIM I'eMOpparusiM B T€ K€ CyCTaBbl. Y Kax-
JI0TO OOJIBLHOTO C OCOOBIM YIMOPCTBOM M YacCTOTOM MOPaKarOTCSI KPOBOUBIUSHUSIMU
OJIUH — TPHU CyCTaBa. JTO CBA3aHO ¢ MOP(OJIOTUUYECKON MEePEeCcCTPONKON U BTOPUYHBI-
MU BOCIAJIUTEIbHBIMA U3MEHECHUSIMU TKaHU cycTaBa. OJHUM U3 TJIaBHBIX MMYCKOBBIX
MEXaHW3MOB BO3HUKHOBEHHUS U Pa3BUTHS TeMOPUINYECKOW apTpONaTUU SBISIETCS
remaptpo3 Beiaeactsue Tpaembl (KO.H. Annpees, 2006). [1o nanusim FO. H. Anape-
eBa, B 84% ciyyaeB MepBbli reMapTpo3 y OOJIBHBIX, CTPAJAIOIINX TIKEION reMod u-
JIMEeH, BBIABISIETCS B Bo3pacTe OT 9 mecanes a0 3 ner. Cpenu npuyduH, NpOBOLUPY FO-
IIMX FeMapTpo3 y MAalMEeHTOB JETCKOr0 BO3pacTa, BAXKHOE MECTO 3aHMMAIOT MPO-
CTy/HbIC 3a00JI€BaHUsI, KOTOPHIE YACTO COMPOBOXKIAIOTCS BOCIAIUTEIHHBIMU HU3MeE-
HEHUSMU cepo3HbIX 00oouek cycraBoB (FO.H. Anapees, 2006).

2. Ilocmeemopazeuueckuti cunosum. 1lo nanasim FO.H. Annpeesa (2006) , Ha
paHHUX 3Tamax pa3BUTHUS CYCTABHOTO Mpolecca MPOUCXOIUT 3aKOHOMEpHAas CMe-
Ha pa3IuYHbIX ()a3 BOCHAJIEHUS: OCTPBIM — MOJOCTPBHI — XPOHUYECKUN CHHOBUT.
B pannux ¢aszax pa3zBuTHs CyCTaBHOTO MpOIlecCa MOJIOCTh CYCTaBa COACPKUT pas-
JUYHOE KOJWYECTBO TEMHO-KPACHOW TATYYEH KMAKOCTU. BBITIOT B cycTaBe Hapy-
maeT OMOXUMHUYECKHUE MPOIIECChl B CHHOBHUAJIBHOW O0O0JIOUKE, CIEJACTBUEM YETo sIB-
JISI€TCSl U3MEHEHUE €€ MTPOHUIIAEMOCTH U PU3UKO—XUMHUUYECKUX CBOMCTB CaMOM CHHO-
BUAJIBHOW KUAKOCTH. [Ipu AuTensHOM pa3apakeHHH B CHHOBUU HACTYIAIOT HEOO-
paTumbie (PYHKITMOHATBHO-MOP(]OJIOTHYECKHE U3MEHEHUS, CIOCOOCTBYIOLIUE Pa3BU-
TUI0O XPOHHYECKOr0 CMHOBHUTA. BBelneHue aHTUreMOUIBHBIX MMpenapaToB Mpu re-
MapTpo3e 00ecreynBaeT OCTAaHOBKY KPOBOTEUEHHS, HO HE KyNUPYeT BOCHAJICHHE,
KOTOpOE€ IPU MAaCCUBHOM KPOBOTEUEHHUH MOKET YIAEP>KUBATHCS JJIUTEIBHOE BPEMSI.
B cycrtaBe pa3BuBaetcs HapylieHHE KpOBOOOpaIeHUs, TUTIOKCUSI TKAHEW U HapyIle-
HUE OOMEHHBIX IpolleccoB. BeliencTBUEe TUMOKCHMU HAa OTIEIBHBIX ydacTKaX CHHO-
BUU BO3HHUKAIOT o4aru Hekpo3a. llocnegHue MOryT OBITH HCTOYHMKOM CIIOHTAHHBIX
reMopparuii win (akTopoM MPOTPECCUPOBAHUS CKIEPOTUYECKUX U PYOIIOBBIX H3-
MEHEHUI CHHOBUU U CIIAEYHOI'O TMPOIECCa B CYyCTaBe (aAre3MBHO-IKCCYNATHBHAS
daza) (FO.H. Auapees, 2006). KO.H. Aunpees (2006) B BocmanuTeabHON TpaHCHOp-
Mallid CUHOBUAJBHON O0OJIOYKU BBIJEISET CICIYIONIYI0 TOCIEI0BATEIbHOCTD: TH-
nepeMusi — TUMEPIUIa3usl SMUTENNS U KaNWUISIPHBIX COCYI0B — CKJIEPO3 — Thallu-
HO3. OTO SBISAETCA OTPAKEHUEM OOIMEOMOTOTUYECKUX 3aKOHOMEPHOCTEH, CBOM-
CTBEHHBIX MEPEXOAYy OCTPOrO BOCMAJICHHS B XPOHUYECKOE U €ro MporpeccupoBa-
HUIO.

3. ledopmupyrommuii aptpo3. [lapamiensHo ¢ U3MEHEHUSIMH B CHHOBHAIBHOU
000JI0YKE OTMedYaeTCs MPOTPECCUPYIOMasi AECTPYKIHS XPSIIEBHIX U KOCTHBIX KOM-
MOHEHTOB cycTaBoB. [[OBTOpHBIE reMapTpO3bl BbI3BIBAIOT UIIEMHUIO B CyOXOHJIpajb-
HOM 30HE KOCTH M B CUHOBUAJILHOM 000J0UYKE. DTO 3HAYUT, YTO HAPYILIAETCS KPOBO-
CHa0XeHue, a CIeA0BaTeNbHO, U MUTAHUE B 00JACTSAX, PACIIONIOKEHHBIX MO COCEe/I-
CTBY C CYCTaBHBIM XpSIIEM, a CIEAOBATEIbHO, U B caMoM xpsule. [logoOHble n3me-
HEHUSI BEIYT K MPOTPECCHUPYIOLIEMY pPa3pyIICHUIO CYCTaBHBIX XPAIIEH, CycTaBHas
LIETb CY’)KMBAaeTCsA. B pe3ynprare HEpaBHOMEPHOM XPSIIEBOM M KOCTHOW pereHepa-
MU BOZHUKAIOT OCTEO(UTHI, TO €CTh Pa3BUBaAETCS 1e(POPMUPYIONIHI apTpo3 (puc.)
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Hapymenus ctatuku U OMOMEXaHUKU JIBUKEHUI UMEIOT Takxe OOJbIIoe 3Ha-
YeHHe B IMHAMHUKE HM3MEHEHUH BCEro ONOPHO-ABUTATENILHOIO anmnapara y OOJIbHBIX
reMmouinei. Yke Ha paHHUX 3Tamax MaTOJIOTMYECKOro Mpolecca MPOUCXOIUT
CMEILEHUE OCH CKOJIB)KEHMSI HAJKOJIEHHHUKA. B COBOKYITHOCTH C HapyIIE€HHEM MpPOY-
HOCTH THAJUHOBBIX XpSIIEH U aTpOPUUYECKUM MPOIECCOM B KOCTHBIX KOMIIOHEHTaX
CyCcTaBa 3TO BbI3BIBAET OBICTPOE  M3MEHEHUE KOH(PUrypaluu HaJIKOJIEHHUKO-
OepeHHOro couleHeHus, (GOpMbl HAJKOJIEHHUKA U JIATEPATIBHOIO MBbIIIIENKa Oeipa.
BcenenctBue BTOpUYHONW CYOXOHIPHAIBHOW NEPECTPOMKUM KOCTH U 0Opa30BaHUS
(YHKIMOHAIIBHO OOYCJIOBJIEHHBIX OCTEO(UTOB pa3BUBAETCA (PeMOpONaTeIUISIPHBIN
aptpo3. Eme Oonbiive u3MeHEHUs OMOMEXaHWKa [BHKEHUW NPHOOpEeTaeT mNpu
OCJIO)KHEHHMH CYCTaBHOTO Ipoliecca crudaTenbHOW KOHTPaKTypoil. [l komnencanuu
YKOPOYEHUS] KOHEUHOCTH OOJIBHOW BBIHYKJIEH XOAUTH C OMOpoi Ha manbiibl. Ocnab-
JISI€TCS CBA30YHBIM aIlapaTr roJICHOCTOIHOTO CyCTaBa, CTOMNAa 3aHMMAET BAJBI'YCHYIO
no3unuio. IIponcxoauT KoMIeHcaTOpHAasl poTauus roJieHH KHapy)H. Och IBHKEHUS
B KOJICHHOM CyCTaB€ H3MeHseTcs. J[BUKEHHE NPOUCXOAUT OJHOMOMEHTHO B TpEX
IUIOCKOCTSIX: CarMTTajJbHOM, PPOHTATBHON U TOPU3OHTAIBHON. Y BETUUMBACTCS T1JI0-
1a/1b CONMPUKOCHOBEHHUSI CYCTaBHBIX MOBEPXHOCTEN OeApeHHON U 00JbIIeOepIIoBOi
KOCTH, TPEHHUE MeXy HUMH. Bo3pacraeT Harpy3ka Ha Mbllnbl. [losBISIOTCS 10MO0-
HUTEJIbHBIE YCIIOBUSA JIJISl TIOBPEKICHUSI MEHUCKOB, YIIEMJICHUS TUNEPTPOGUPOBaH-
HOM >KMPOBOM MOAYIIKH, TPAaBMUPOBAHUS CHHOBHAIbHOW 000J70uku. OCHOBHAs
Harpy3ka MpH crudaTesbHON KOHTPAKType KOJEHHOTO CycTaBa MPUXOJIUTCS Ha JlaTe-
paNbHBIN MBIIETIOK Oenpa. BenencrBue aTpoduuecknx M3BMEHEHH B KOCTHOU CH-
CTeME CyCTaBHAasi MOBEPXHOCTh €ro TMOCTENEHHO YIUIomaeTcs, AehopMHUpyeTCs.
[Ipoucxomur mepecTpoiika TpaOeKyJIIpHOW CTPYKTYPhl W BCEH «apXUTEKTOHHKU
KocTu. Pa3BuBaeTcs XapakTepHas IS TeMO(DUIMYECKON apTpoIlaThH CTOWKas Jie-
dbopmarus KOJICHHOTO, TOJIEHOCTOITHOTO, Ta300eAPEHHOT0 CycTaBoB (puc. 22, 23; cM.
[[BETHYIO BKJIQJIKY) ¥ COOTBETCTBYIOIIME UM KOMIICHCATOPHbBIC U3MEHECHHUS Ta3a U I10-
3BoHOo4HUKa (FO.H. Anapees, 2006). OrpannueHue MOJBUKHOCTA MOPAXKEHHBIX CY-
CTaBOB BEJIET K BHIPAKEHHON TUMOTPO(HUHN MBI BEPXHUX ¥ HIKHUX KOHEUHOCTEH
U U3MEHEHHSIM CYXOXKHWINH, YTO TaKKe OrpaHUIMBAET QYHKIIUIO KOHEYHOCTEH (pHC.
22 — 24; cM. IIBETHYIO BKJIQJIKY).

OcTeoapTpo3bsl  pa3fesAlOTCs IO CTagusM Ha OCHOBE KIMHHUKO -
peHreHonorndyeckux nanubix (HoBukosa 2.3., 1967, 1982 rr):

B |, wnu panHe#t craguu, MOXKET OBITh YBETMYCH 00BEM CycTaBa (C pacuiupe-
HUEM CYCTaBHOM IIENIN) 32 CUET KPOBOMBNIHUSAHUS. B «xomomHoM» meproie QyHKITUS
CycTaBa HE HapylleHa, HO PEHTI€HOJIOTHUYECKU MOXKET OOHapYKUBAThCS YTOJIICHUE
Y YIJIOTHEHHE CYCTaBHOM Kamcyibl. B 3ToM nepuoje yxxe umeercs, TpyAHO pacmo-
3HABAEMOE PEHTICHOJOTMYECKH, 3PO3UPOBAHHME XPSIIEBOrO IOKPOBA CYCTABHBIX
KOHIIOB KOCTH U YMEPEHHBIN OCTEOIIOPO3.

Bo Il ctagum BbISBASIOTCS TUITMYHBIE U3MEHEHUSI B CYOXOHJIpAaJbHOM OT/EIIE
nu(U30B: KpaeBble Y3ypbl, 00pa30BaHUE OJUHOYHBIX OBAIBHOU (HOPMBI U MEITKUX
AYEUCTHIX JIECTPYKUUN M KHUCT. bojee BBIpaK€H OCTEONOpPO3, CyCTaBHAs LIEIb CO-
XpaHEHa, HO MOKET OBITh YMEPEHHO CYXEHHOU. OTMEUYaeTCss yMEpEHHOE XapaKTep-
HOE MU3MEHEHUE HAJIKOJEHHUKA — KBajJpaTHas (opMa ero HUKHEro MoJiroca U yBe-
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Ju4eHue nepenHesagaHero pasmepa. Bo Il cragum @ynkums cycraBa MoxeT ObITh
YMEPEHHO CHWXXEHHOW, YTO MPOSBIISIETCS HEOOJBIIUM OTPAaHUUYCHUEM AMIUIUTYIbI
JBIKEHUS B HEM, HAPYIIIEHUEM MMOXOJIKU, TUTTOTPO(HEH MBIIIIII.

B Ill ctaguu cyctaB pe3ko yBenuyeH, 1eQUrypupoBaH, 4acTO HEPOBEH U Oyr-
PUCT Ha OIYIb, KOHTPACTUPYET C OOPA3yIOIMMMH €Tr0 YacTsIMU KOHEUHOCTH, T
OmpeneNsaeTcsl BbIpakeHHasi TUnoTpodus MyckyiaaTypbl. [IoJBMXHOCTH MOpa)keH-
HBIX CYCTaBOB B OOJIBIIICH WMJIM MEHBIIIECH CTENEHU OrpaHUYEHA, UYTO CBS3AHO KakK C
MOpaXXEHUEM CaMOT0 CYCTaBa, TAK U C U3MEHEHUEM MBIIII U CYXOXUIUN, KOTOPhIC
4aCTO YKOPOYEHBI, YTO MPUBOAUT K PA3BUTUIO «KOHCKOM CTOTBI» M APYTUX HapyIlle-
HUM, OTPAaHUYMBAIONINX (DYHKIIMIO KOHEYHOCTU. PEHTreHOoI0rnuecku CycTaBbl yTOJI-
HIEHBI, pe3ko JaehOPMUPOBAHBI, CYCTABHBIC IMOBEPXHOCTH YIUIOMIEHBI, AMU(PU3BI
pacuIMpeHbl 3a CYET TUIEPOCTO30B, AUadU3bl YMEHBIIICHBI, CyCTaBHAS IIEJb CYXKEHa.
BripaxeH octeonopos, JIEeTKO BO3HUKAIOT BHYTPUCYCTaBHbBIE MepesioMbl. B Oenpen-
HOM KOCTH OTMEUaeTCsl TUIMUYHOE ISl TeMO(UIIUU KpaTepo- WK TYHHEIENoJ00H0e
paspylieHrne KOCTHOTO BEIIeCTBa B 00JIACTH MEXMBIIIECIKOBOM siMKH. HankomeHHUK
JaCTUYHO pa3pyiiaetcs. BHyTpucycTaBHbIC XPSIU Pa3pyIICHbl, B TOJOCTH CyCTaBa
0OHapYUBAIOTCS TMOJBI)KHBIC, HEPEJIKO 3aMypPOBAaHHBIE B CTaphble, OPraHW30BaBIIH-
€Csl CTYCTKH KPOBHU, OCKOJIKH Xpsiie. Bo3MOXHBI pa3IMuHOr0 poja MOJBBIBUXH U
CMEILEHHS KOCTEH.

B IV cragum ¢yHKIMS cycTaBa MOYTH MOJTHOCTBIO  yTPAauMBAETCs, CyCTaB-
Has IIEJIb CYXKEHA, INIOXO KOHTYPUPYETCS HAa PEHTIEHOTpaMMe, 4YacTO 3apalleHa Cco-
EAMHUTENbHON TKaHbIO (puc. 25). BeipaxkeH ckiiepo3 CyOXOHIpaIbHBIX OTIEIOB KO-
CTH, COYETAIOIIUICS CO 3HAUUTEIBLHOMN y3ypaluei u Kucto3oM smuduza. Bo3aMoxHb
NaTOJIOTUYECKHE BHYTPUCYCTABHBIE MTEPETOMBI.

B nocnennue roapl B TMarHOCTUKE TeMO(DUINYECKUX apTPOINATUH HCIIOIb3 YIOTCS
COBPEMEHHBIE METOJbI JY4E€BOM TMATHOCTUKH, MO3BOJSIOIINE BBISIBUTH PAHHHUE H3-
MEHEHHS B MOPAXXEHHBIX CyCTaBaX — YyJbTpa3ByKoBoe uccienoBanue (Y3U), uzo-
TOITHOE CKaHWpoBaHHUe, koMmmbioTepHas Tomorpadus (KT), MarHuTHO- pe3oHaHCHAs
tomorpadust (MPT) (puc 26).

4. Anxuno3z. Ecnu mpUYMHBL, BBI3BIBAIOLINE PELUANBUPYIOLIUE TE€MapTPO3bl U
MOAACP/KUBAIOIIE XPOHUYECKOE BOCHAJIEHUE, HE YCTPAHEHbI, MATOJOTHYECKUM
MIPOLIECC MPOTPECCUPYET, IPUBOAS K MOJHON JAEreHepaluuu CcycTaBa, OJHOMY 3a-
palEHUI0 CYCTaBHOM €M COEIWHUTEIIbHON TKaHbIO M Pa3BUTHIO aHKMWIIO3a (PHC.
27— 28; cM. IBETHYIO BKJIQJKY).

5. Kpome BrimenepedncaeHHbX (opM apTponaTuu y O0IbHBIX TeModuinen
YaCTO Pa3BUBACTCS GMOPUUHBIL PEBMAMOUOHBLUL CUHOpOM (cunHopom bapxazana -
E2opoeoii). ITOT CUHAPOM COMPOBOXKIAETCS XPOHUYECKUM BOCHATUTEIBHBIM IPO-
1eccoM (4acTo CUMMETPUYHBIM) B MEJIKHUX CycTaBaX KHCTEH M CTOIl, HE MOpa)aB-
IIUXCSl paHee KPOBOUBNIMSHUAMHU, C MOcaeAyomnel ux aedhopmanued, yrpeHHe cko-
BAHHOCTBIO B CYCTaBaX, MOSABJICHUEM JIAOOPATOPHBIX MPU3HAKOB BOCHAIUTEIBHOTO
npouecca, XapakKTepHbIX Il peBMaTougHoro aprpurta. Cunapom bapkarana - Ero-
POBOIl UMEET ayTOMMMYHHBIN T€HE3, €ro MPOSBICHUS U YacTOTa 00OCTPEHUs HAMNpsi-

MYI0 3aBHCAT OT TpaHcy3uil miazmbl u Kpuonpenunurata (bapkaran 3.C., 1988,
2005).
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Puc. 25. Penmezenonocuueckasn
KapmuHa oeopmupyrouiezo
apmpo3sa |V cm.
3nauumenvnoe cyxncenue
CYCMAagHoIl wieau, ¢ HaauYuem
8LIPAICEHH O IKCKABAUUU
CYCMAagHOIl NOGEPXHOCHU
MeOuanbHo20 MolujenKa
0o1butedepy 060l Kocmu u e2o
nepecmpouKkoi, Kpaegvimu
KOCMHbIMU PA3PACMAHUAMU,
sviparcennasn oegopmavyus
CYCHAGHBIX NOBEPXHOCHIEIL.
Cunocmo3 naokonenHHuKa

¢ 0e0peHHOoUl KOCMbIo

Puc. 26.

Tomozpammol Ko1eHHO20
cycmaea 601bHO20 20HAPMPO-
30M 2emogpunuueckoil Imuo-
102U,

A. monozpamma

b. kocmmubwtit pexcum

B. Pestcum Head-Neck

I. Obvemnasa pekoncmpyk-
uus



[Ipeanonaraercst Takke ayTOCEHCHOWIM3AlLUS OpraHu3Ma MNPOJYKTaMHu TIO-
BpEXKJICHUS CyCTaBa U MPOJyKTaMH pacliajia usuBiieiicss kpoBu B cyctaB (bapkaran
3.C., 1988, 2005). Knuaudeckas kapThHa JAHHOTO CHUHAPOMA MOJHOCTHbIO COOTBET-
CTBYET KJIACCUUECKOMW KapTUHE peBMAaTOUHOrO aptputa (puc. 27 r, puc. 29; cm. 1B.
BKJIQJIKY,): CHMMETPUYHOE TTOpakeHUE MekK(alaHTOBBIX CYCTaBOB, XapaKTepHbIE 0O-
JIEBOM CUHAPOM M YTPEHHSIS CKOBAHHOCTb, MOSBJICHUE TUIIMYHOU JedopMaIuy Majib-
1IeB, HEYKJIOHHOE MPOrPECCUPOBAHUE CYCTaBHOTO MPOIECCa, XapaKTepHbIE PEHTTe-
HOJIOTUYECKHE TMPU3HAKK PEBMATOUIHOTO apTPUTA, XapaKTepHbIC JIabOpaTOpHBIC
MIPOSIBJICHUS, BIUIOTH JI0 BEICOKOT'O YPOBHS PEBMATOUIHOTO (haKTopa.

Kak mpaBuio, BTOpUYHBIH PEBMATOUIHBIN CUHIPOM Pa3BUBACTCS B BO3pacTe
20-30 neT, XOTs BOMOKHO €ro MosiBJIeHUE U B 00Jee MOJIOJIOM BO3pacTe.

[TaTtorenes remoduinrueckoit aprponatuu npuBeseH Ha puc. 30.

CHuxenve
PE3HCTEHTHOCTH
X TpaBMe

Hapywenue cratuku

4

Arpodums MbiLuy,

-»

| lemaprpos

v

CuHosur
{oCTPbIA, NOAOCTPLIN, XPOHU4ECKHIA)

[

FJ Mponudepatus
COCYA0B

lWnokoarynauus

1L

MNospexaenue xpawa
{r lr

Arpodma xocT

DBedopmupyrouuin
apTpo3

Tunokcus AXTHBALMS NEPEKUCHOTO OKUCABHHA
[y ‘
Ayrocexcnbunuzaums r—- Nospexaetne VMMYHHbIE KOMNNEKCH

[y

y

AxTHBauMs NpoTeOAM3A

b

Puc. 30 . Cxema namozenesa zemogunuueckoi apmponamuu
(FO.H. Anopees, 2006)

OdeHb OmMacHBl OOMIMPHBIC MOJKOXKHBIC, MEXKMBIIIIEYHbIE, CyO(dacranbHbie U
3a0pIOMIMHHBIE TeMaTOMBI. [lOCTETIEHHO yBENMMYMBAsICh, OHU MOTYT JOCTHTaTh
OTPOMHBIX pa3MepoB, coaepkarh 0,5 — 3 nuTpa KpoBH M 0Oojiee, aHEMH3UPOBATH
OONBHBIX, BBI3BIBATH KOMIIPECCUIO U JCCTPYKIIMIO OKPYXKAIOIMUX TKAHEH M TMHTAlo-
KX WX COCYAOB, HEKPO3 (puc. 31, CM. IBETHYIO BKIIAJKY).

3a0pIOIIMHHBIE TEMATOMBI OTHOCSTCSI K KDOBOUBIIUSAHUSM B )KU3HEHHO Ba)KHbIE
opraubl. [Tpu remodunuu oHU MOTYT BOBHUKATh CHOHTAHHO WJIHM ObITh CBS3aHHBIMU C
buznuyeckumu Harpy3kamu. K pa3BuTvio 3a0prOMIMHHON remMaToMbl Hanbomee npei-
pacmoiokeHbl 00JBHBIE B Bo3pacTe 15-25 jeT, BRICOKOTO pocTa, XYIOIIaBOro TeJo-
cioxxenusi. Yaie 3a0prolIMHHAs TeMaToMa BO3HUKAET Mpu AedhopMallui KOJIEHHOTO
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cycTtaBa. DTo OOYCJIOBJIEHO TEM, YTO HapyIIaeTcsi OnopHas PyHKIHUs CKeyeTa, mpo-
HUCXOJIUT HAPYUIEHUE MBIIMIEYHOT0 TOHYca C TMEpPEHANpPsHKEHUEM MOAB3IOIIHO-
MOSICHUYHON MBIIIIBI. DTH SBJICHUS YCYT'YOJIsieT YCUIICHHBIM POCT CKeJeTa B BO3-
pacte 15-20 net. B Hauane pa3ButHs 3a0pIOMIMHHON T€MaTOMbI BO3HUKAET CUJIbHBIN
00J1€BOI1 CUHJIPOM B MOSICHUYHOU 00sacTu U B kuBoTe. [locTenenno Oonb ycunuBa-
€TCsl, HACTyMaeT aHeMu3anus OoiapHOTO. OOMHUPHYI 3a0pIOMIMHHYI0 T'eMaToMy
MOXHO MPONaJIBIUPOBATh Uepe3 MEPEHIOI OPIOIIHYI0 CTEHKY. 3a0pIOIIMHHBIE Te-
MaTOMBI HEPEKO MOJHOCTHIO Pa3pyIIaloT OOIBIINE YUaCTKU Ta30BBIX KOCTEH.

Boinensitor 4 a3zl pa3BuTHs 3a0pIOIIMHHON T'€MaTOMBI, KOTOPbIE COOTBET-
CTBYIOT 4 CTEIEHSIM TSXKECTH COCTOSIHUSI OOJIBHBIX: JIETKOM, CPeHEH TSIKECTH, TS-
xesol u kpaitne Tspkenod (Auapees FO.H., 2006). B cooTBercTBUM € BO3pacTaHueM
CTEINEHHU TSHKECTH OHU MOTYT OBITh OXapaKTepU30BaHbI CJIEAYIOIIMM 00pa3oMm:

| cranus — HayanbHasi. BHyTpeHHsIsSI TpaHUIla TeMaTOMbl MPOSUPYETCS B Mpe-
Jienax HIDKHETO Hapy)KHero kpajpaHta. HauanbHas (aza pa3BuTHs 3a0pIOITMHHON
remaroMbl. ['eMaroma HEOONBIIUX Pa3MEPOB, YACTO HE OMPEACISIETCS MaIbIATOPHO
U3-32 HANPSDKEHUS MBI WIK BBISABISETCS B BHUJE OIYXOJEBHIHOTO OOpa3oBaHUS,
auaMeTpoM He Oosee 5-7 cM, pe3ko OO0JIC3HEHHOrO MPpU Majblalii; OTMEYaeTCs
cHIKeHHue ypoBHs remorigoOuna 1o 110-120 r/n. [lepBuuHbIi oyar KpOBOU3IUSIHUS
JIOKANMU3yeTcs TM00 B MOSCHUYHOM OTEJNE B MOJ3BAOIIHO - MOSCHUYHON MBIIIIE Ha
ypoBae L Il — LI, nu60 B 061acTi MOAB3AO0IIHON IMKHU, TUOO B MECTE BBIX0/1a 3TOU
MBIIIIBI Ha O€eIp0 HEMOCPEICTBEHHO MOJ] MaxoBoil cBs3koil. [1o cBoelt cumnToMaru-
Ke 3a0pIolIMHHAsA reMaroMa B 3TOM (haze MOKET HAalOMHHATH MOYEYHYIO KOJIHUKY,
OCTPBIN aIMEeHIUIUT, YIIEMICHHYI0 OeIpeHHYIO IPBIXKY, B 3aBUCUMOCTH OT JIOKAJIH-
3ammu. ['emMmaToMy OT HMX OTJIMYAIOT JIBAa OCHOBHBIX Mpu3HaKa: 1) 601k mpu ramatome
HOCHUT pacluparomunil xapakTep 2) MOoJOXKUTEIbHBIN «PS0as»- cumnToMm. [Ipu HU3KOM
JIOKAIM3AIMU KPOBOMBIUSHUS AUArHO3 OOBIYHO HE BbI3bIBaeT coMHeHHs. [Ipu Gomee
BBICOKOM PACIIOJIOKEHUU FeMAaTOMBbI HEOOXOAMMO HCKIIOYUTH OCTPBINA amMeHIUuIINT,
TeM OoJjiee, 4TO B 3TOH haze MMEIOT MECTO HEBBICOKHM JIEHKOIMTO3 M YBEIUYCHHE
COD. OxauM U3 OCHOBHBIX KpuTepueB AudepeHImaibHOi THArHOCTHKH, CBHUJIC-
TEJIbCTBYIOIINX B MOJb3y HAJUYUs I€MaTOMBbI, SIBISIETCS 3HAYUTEIIBHOE YMEHbIIIe-
HUE WHTEHCHUBHOCTH WJIM TOJIHOE MPEKpalieHne 0011 B 30HE MOPAKEHUS B OTBET Ha
BBEJICHUE aHTUTEMO(WIBHBIX  MpernapaToB. Pemaronee AMArHOCTHYECKOE 3HAYe-
e umeroT Y3U , KT u MPT.

Il cranust — daza nporpeccuu (cpemaneit Tsokectu). ['emaTtoma qocturaer 10-12
CM, YETKO BU3YyaJIM3UPYETCs, YACTO PACIPOCTpaHSAETCS Ha MOACHUYHYIO 00J1acTh, 3a-
HuMas Oonee 1 kBajpaHTa. YMEPEHHO OTTECHSET KIEpear MOYETOUYHHUK U METIIH KU-
IIEYHUKA, YTO MOJKET BbI3BaTh TPAH3UTOPHYIO OJMTYPHUIO M Mape3 KuileuyHuka. Co-
3HaHUE HE HapyllIeHO. ApTepuaabHOE JABIICHHE B HOPME WM HE3HAYUTEIbHO CHU-
KEHO, TAaXUKapAus, CHIDKCHHEe reMorioouHa 1o ypoBHs 90 — 100 /.

Il ctagus — pa3BepuyTas (Tspkenas). ['emaroma 3aHMMAaeT HIKHUM HapyxX-
HbI U OOJBIIYI0 YaCTh CPEAHEr0 HAPYXKHOTO, CPEJHEr0 M HUKHETO CPEIUHHBIX
KBaJIpaHTOB, JocTuraet 14 — 16 cM B quaMeTpe, BBIXOAUT 3a MPEAeabl OOJBIIOrO Ta-
3a B HaIpaBJICHUU KOPHS OpbDKEMKH, MOSICHUYHOM 00JlacTh U Kymnosia auadparmsl,
CUJIBHO OTTECHSS KIEepeau U B MEAUATbHYIO CTOPOHY MOUYETOYHHUK U METIU KUIIeY-
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HUKa, YTO B CBOIO OYEPE/b BBI3BIBAET MPOTPECCUPYIONIYI0O TUHAMUYECKYIO KHIICU-
HYI0 HENPOXOJAMMOCTh, OJUTYPHIO, HWHTOKCHKanuioo. Co3HaHHWE CITyTaHHOE, BBIpa-
KEHHas Taxukapaus, 10 120 ymapoB B MUHYTY, apTEpHAIIBHOE JABJICHHUE CHHUKEHO
90-80 MM.pT.CT., ypOBEeHb TemMorioouHa He npeBbimaet 70-80 r/m.

IV cranusa — dasza ocnoxxkHeHuil (kpaitHe Tspkenas). I'emaroma 3aHUMaeT He-
CKOJIBKO KBaJ[paHTOB, IHUaMETp COCTaBisieT Oonee 16 cMm, reMaromMa YacTo Mepexo-
IUT Yepe3 CPeIWHHYIO JIMHUIO )KMBOTA, a psJIe CIyd4aeB W B MPOTHUBOIOJIOXKHYIO
CTOPOHY, OECIPETNsITCTBEHHO PacHpOCTpaHsAETCs 0 Kyrosa auadparmbl, OTTECHSA
METJIM KUIIEYHWKA U MOYETOYHHK BBEpX M Knepenu. OTMedaeTcsl CToOHKas TUHaMHU-
gyecKas HEMpPOXOAMMOCTh KHINEYHUKA, OJUTYPUI0O CMEHSET aHypHs, pa3BUBACTCS
TsDKeJasi HIHTOKCUKAIMs. BoTbHONH HaXOMUTCSl B COCTOSIHAM TSDKEIIOTO TeMOopparuye-
ckoro moka. AJ[- 60-20 MM.pT.CT. U HWXE, MyJbC HUTEBUAHBIN. YPOBEHHh FE€MOTIIO-
ouna ke 40 r/m.

FO.H. ArnpeeB cuutaet, uyto nipu | u |l cranusx pa3BUTHS reMaToOMBbl JICUECHUE
OOJNBHBIX CIIEAYET OCYIIECTBIIATh MCKIFOUUTEIHPHO KOHCEPBATHBHBIMU MeTo/naMu. B
pa3BEepHYTON M TEPMUHAIBHON (hazax OCIOKHEHHUSI 4YacTO BO3HHMKAET BOIPOC C XH-
PYPrUYECKOM BMEIIATEIIbCTBE.

K BHECyCTaBHBIM MOPAKECHHUSIM TPH TeMO(MUIUU OTHOCST: TeMOQIICTMOHBI
(HarHOMBIIWECS PACCIAWBAIOIINE FEMATOMBI), TaHTPEHA U OCCUPULUPYIOIIUN MHO-
3WUT.

['uGenb KOCTHOM TKaHU OOYCIIOBIMBAIOT TaKXKe MOJIHAJIKOCTHUYHBIE KPOBOM3-
JTUSHUSA. DTH IECTPYKLUU KOCTEH Ha pEHTTe€HOTpaMMaxX MMEIOT CXOJCTBO C OMyXoJie-
BBIMH paspylieHussMu. Hepeako reMatoMbl KadbIIUHUPYIOTCS, @ HHOTJA U MPUBOAST
K 00pa3oBaHUIO HOBBIX KocTel (ocTeoHeoreHe3). OHU MOTYT 3aMbIKaTh CyCTaBbl U
MOJTHOCTBIO UX 00€37BMKUBAaTh. MHOTME TeMaTOMBbl, OKa3bIBasl JaBIICHUE HA HEPB-
HbI€ CTBOJIBI WJIM MBIIIIBI, BBI3BIBAIOT MAapajldM, KOHTPAKTYpbI, HAPYIIECHUE UYB-
CTBUTEIIBHOCTH, OBICTPO MPOTPECCUPYIOMIYIO aTPO(HIO MBITIIII.

OmHUM U3 CEepPhE3HBIX OCIOKHEHUU TeMaToOM SIBJISIETCS Pa3BUTHE ICEBIOOMY-
X0Ju. 3a0pIONMIMHHBIE TEMAaTOMBI, a TaK)K€ MOJHAJIKOCTHUYHBIE Te€MaTOMBI JIFOOOU
JIOKAIM3AI[MU Y9aCcTO HE PACcCACBIBAIOTCS, a JIMIIb OCYMKOBBIBAIOTCS M COMPOBOXKIA-
IOTCSL JECTPYKUUSAMU KOCTEH. DTOT (JEHOMEH U HOCUT Ha3BaHUE «TeMOPUIMYECKOMN
TICEBIOOIYX0JIM». B OONBIIMHCTBE CIy4aeB Pa3BUTHE MCEBAOOMYXOIH XapaKTEPHO
i Tsokenor opmer  remodunuu. [lo manaeiM FO.H. Arnpeesa (2006), sToT BUI
nopakeHus Bcrpeudaercss y 17 % u3 obuiero yncia OnepupOBaHHBIX OONBHBIX C Te-
Modwimerd. Beyienstor 3 $as3pl 00pa3oBaHUs TICEBAOOMyXoJei (Tadi. 9).

Cepbe3Hble OCIOXKHEHHUS] TeMO(UIUU — TOYE€YHBbIE KPOBOTEUEHHs, HaOIIO-
naembie y 14-30% G6onpubix (AnapeeB FO.H., 2006). OTu KpoBOTEUEHUS] MOTYT BO3-
HUKATh KaK CIIOHTAHHO, TaK W B CBSI3M C TPAaBMaMH B TOSICHUYHOW 00JIaCTH, COMYT-
CTBYIOIIUMHU  TeToHeppuTamu. [loyedHBIM KpPOBOTEUYEHHUSIM  YaCTO TMPEIIe-
CTBYET JUIMTENIbHAS MHUKPOTEMaTypus, KOTOpas PETUCTPUPYETCS B MPOMEKYTKAX
MEXIy OJMNHU30JaMH  MaKporeMaTrypuu. | eMaTypus 4acTo COMpPOBOXKIACTCS BhIpa-
KEHHBIMH JTU3YPUUECKUMH SIBICHUSMH, TMPUCTYNAMU MOYEUYHON KOJUKH, O0YCIIOB-
JICHHBIMH 00Pa30BaHUEM CTYCTKOB KPOBH B MOUYEBBIBOISIIIIAX Ty TSIX.

XKenynodno-kuiieuynple  KpPOBOTEUEHHUS  Pa3BUBAIOTCS, KakK  IMPaBUIIO,
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CHOHTaHHO. [IpUynHOI Takke MOTYT OBITh FacTPUTHI, SI3BEHHas: OO0JIE3Hb U JpYyrue
3a00JIeBaHUs JKEITYJOYHO-KUIIEYHOrO TpakTa. OCOOEHHO ONMAacHbl KPOBOTECYEHHs Ha
IIOYBE $I3B, BO3HHMKAIOIIMX IIOCJIE€ NPUMEHEHHS HECTEPOUIHBIX IIPOTUBOBOC-
MAJUTEIbHBIX IPENapaToB, alETWICAIUIMIOBOM KHUCIIOThI, TaK KaK 3TH IIpenaparhl,
MIOMHUMO 00pa30BaHUS 3B, TAKKE PE3KO CHIXKAIOT CBEPTHIBAEMOCTH KPOBH.

Tab6auuya 9
Knaccuguxkayua zemogpunuueckux nceedoonyxoneii (F0.H. Audpees, 2006)

®aza l CxeMa i Tun | Jlokanuzaums

1. KoctHas aneBpusMaTuueckoro IIsSTOYHAas KOCTb, MBILLENKY 6en-
TUIA JIOXKHasA KMUCTa (AETCKUHA pa, dasaHry najibLes
THIT)

O6paruMasi: XapakTepu3yercs
(hopMHpOBaHHEM BOKpPYT reMaro-

Mbl TPaHYIALHOHHOrO Bala 11. CybnepuocranbHas, capko-  BepxHuit Meradus Gonblioi 6ep-

MOMOAOGHAsI MCEBAOOITYX0Ib LOBOIf KOCTH, MMOAB3IOLIHAS
KOCTb, HAIKOJIEHHMK, IJIEYO

Heobparumas: umeercs pubpo3s-
Has Karncyna ¢ BKIIOYEHHEM B
Hee 3JJeMEHTOB KOCTHOM M Mbl-

1. ITepenom — ncepaoonyxonb TpybuaThlie KOCTH, yalte 6eapo
WEYHOH TKaHH )

[V. I'vraHTcKas ncesnoonyxonb bBeapo, Ta3, muiocHa, danaHru

OcnoxHeHH|: HarHoeHue, cen- 1y ‘EMElliaHHOTOTHIA, HANBICH

CHC, AMCNOKALIMS BHYTPEHHHUX
OpraHoB, HapylleHue ux QyHK-

LHH ¥ p. V. NapaoccanpHas Benpo, nieyo

VI. Tlpocras remopparuyeckas
JIOXHasl KHCTa

KpoBouznusinusi B OpbDKEMKY M CaJbHUK MOTYT MUMHUTHPOBATH Pa3UYHBIC
OCTphI€ 3a00JIEBaHMs OPraHOB OPIOITHOM MOJIOCTH - ANMEHIUIUT, KHUIIeYHAasI HEIpo-
XOJIUMOCTb H T.]I.

XapakTepHbl JJIUTEIIbHbIE KPOBOTEUEHUSI IPU TPaBMax U OINEpalusiX, KOTOpbIe
HOCSIT OTCPOYEHHBIN XapakTep, BOZHUKAIOT uepe3 1 — 5 gacoB. OCoOEHHO OIAacHBI y
OOJBHBIX TEMO(MIHEH MOJIOCTHBIE OTIEPAllNH, TOH3WIIKTOMUH, YAalIeHne 3y0oB. OTH
OTIepaTUBHBIE BMEIIATEIHCTBA TPEOYIOT MHTEHCUBHOMN 3aMECTUTEILHON TepaInu.

Yactb ocoXHEHUI reMOUINH CBsI3aHa C ayTO U aAJTIOMMMYHHBIMU HapylIe-
HusiMmu. Hambonee omacHoe M3 HUX - TIOSIBICHUE B KPOBH OOJIBHBIX BBICOKUX THTPOB
UMMYHHBIX HHTHOUTOPOB (hakTopa VI (wmm 1X), Tpanchopmupyrommx reModuInio
B TaK Ha3bIBAEMYIO HHTHOUTOPHYIO (hOpMY, TTPH KOTOPO OCHOBHOW METOJI JICUCHUS -
TpaHCpy3UOHHAS] Tepamus — yTpauuBaeT CBOIO 3PdeKkTuBHOCTh. YacToTa MHTHOU-
TopHOU popMbl Temodrnu koedmercs ot 5 1o 20% (bapkaran 3.C., 1988).

HNuruburopnas dopma remodunuu

Oco06oii TepaneBTUUECKON MPOOIEMON SIBISIETCS Pa3BUTHE AHTUTEN «UHTUOU-
topoB» gakropa VIII wnu |X, BbI3BaHHBIX €ro YaCThIM BIMBAaHUEM. DTO MPOSBISETCA
TE€M, YTO OPTraHWU3M MPUHUMAET «HOpMalbHbI» (akTop VIII kak uykKepoIHbIH, T.K.
HE MUMEET ero COOCTBEHHOW «KOMUW». Y TAaKUX MalMeHTOB BiuBaHue ¢gaktopa VIII
ctaHOBUTCS Manod(dekTuBHbIM. B pesynbrare remMocTaTH4ecKasl Tepamnusi CTaHo-
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BUTCSA HEI(PPEeKTUBHOU. AHTUTENA OJIOKUPYIOT MPOKOATYISIHTHYIO aKTUBHOCTh (pak-
topa VIII nmm IX u moatomy Ha3zBaHbl nHruOuTOpamu. llpucyrcTBue nuHruoMTOpa B
KpPOBHU TOJATBEpKAAETCs CHeU(pUUECKUMU HCCIeIOBaHUsAMH, Ha3biBaeMoM berecna
TECTOM, equHula usMepenus - berecna enununa (bE). Yem Gosbliie KOHIIEHTpaus
MHTUOHUTOpPA B KPOBH, TeM Oouibliie konnyecTBO betecna equnui. Huzkum cunrtaercs
tuTp uHruoutopa ot 0,6 10 5 BE, BeicokuM — cBbiie 5 BE. Te manueHTsl, y KOTOPBIX
MIPOUCXOJIUT BBIPAKEHHOE MOBBILIEHUE TUTPA UHTUOUTOPA, CUUTAIOTCA «BBICOKOpPEA-
TUPYIOLIUMUY», T€ Y KOTO OHO HEOOJBIIOE — «HU3KOpearupyoummmy». B Hactosmue
BpeMs JJIsl ONpeaeeHus] TUTpa UHTMOUTOpa UCTonb3yioT basena meton B Moaudu-
kauuu Humemxen. OnpeneneHnue BO3MOKHOTO HHTUOUTOpA SIBISIETCSl 00s13aTebHBIM
y KaX/10ro OOJIbHOTO Mepe]] Ha4uajioM JICUEHUS U B €ro Ipolecce, a TakKe MpU OTCYT-
cTBUU 3P (deKTa OT IPOBOJUMON 3aMECTUTEIHLHON Tepanuu.

Wuruburops! npu reMopuiiuu:

- aJUIOAHTHUTENA,

- OTHOCATCS K uMMyHornooynuny Ig G, Oonbmieir wactetio 19 G4 u 1gG,
MOJIKJIAcCa C TSKEIBIMU U JIETKUMU 1ETISIMHU,

- aHTuTeNa CTporocnenu@UYHbl U HAMPaBICHbI MPOTHUB MPOKOATYISHTHOU
aktuBHOCTH OV III, He BaustoT Ha anTureH OVIII u dakrop Bunnebpanaa,

- B 80% ciryyaeB oOpa3yroTcs B Bo3pacTte 110 5 JeT,

- gare nocie 50 — 200 gHel / SKCTO3UIMY BBECHUS MPENapaToB,

- BO3MOXHO 0Opa3oBaHMe Ha 000 anTuremoduibHbli mpenapar (I1C3,
KPUOTIPELUITUTAT, TIa3MaTUYECKUE U PEKOMOMHAHTHBIE MTpenapaThl).

Juarnoctuka reMobuiInm.

Jlns remouuy XxapakTepeH TeMaTOMHBIM THI KpOBOTOYMBOYTH. Bece kiu-
HUYECKHUE TPOSIBICHUS 3a00JieBaHMUsI H3JIOKEHbI paHee. Ecnu Ha mpueMm K Bpaudy
NpUXOAUT OOJBHOM, B aHaMHE3€ Y KOTOPOTO MMEIH MECTO CTOMKHE TeMapTpO3bl,
OOLIUPHBIE TOJKOXKHBIE U MEKMBIIIEYHBIE TE€MATOMBI MTOCJIE HE3HAYUTEIHLHON TpaB-
MaTHU3alli1, JUTUTEIbHbIE U OOMIbHBIE KPOBOTEUCHHUSI MOCTIE IKCTPAKIIUU 3yOOB, MPHU
O0BEKTUBHOM OCMOTpE Y TaKOro OOJIbBHOTO OTMEYaeTcs XpOMOTa, 3HAaUUTEIbHAas J1e-
dbopMaiusi CycTaBOB, KOHTPAKTYpPhI, aTpodusi MBIIII JICYAIIHi Bpad cpa3y 3amoj10-
3pUT TATOJOTUIO KOATYJSIIMOHHOTO remMocTasza. [Ipu matonoruum TpoMOOLIHUTApHO —
COCYZIMCTOTO IeMOoCTa3a U MOPaKEHUH COCYJIOB TaKUX U3MEHEHHI He HaOto1aeTcsl.

Jlyist BTOpOTO 3Tana IuarHoCTUKY TeMOGUINH pelaroiiee 3HaYeHe UMEET Bbl-
SBJICHUE THUIIOKOATyJISIyIIMM B TECTaX, XapaKTePHU3YIOIIUX BHYTPEHHUN MEXaHU3M
rpouecca CBEpThIBaHUSA KPOBH: BpeMs CBEpThIBaHUS 1O JIu-YaiiTy, BpeMs pekaib-
rupukauu mwiazmel, AIITB u B ayTokoarynsiiuoHHOM TeCTe, TPU HOPMAIBHBIX TI0-
Ka3aTeJsIX MPOTPOMOMHOBOIO BPEMEHHU, TPOMOMHOBOIO BPEMEHH, HOPMAJIbHOM CO-
nep>kaHuu (puOpUHOreHa B I1a3Me, HOpMaJIbHBIX MMOKAa3aTeNAX JIUTEIbHOCTH KPOBO-
TEUYCHUS W BCEX BHJOB arperaruu TpoMOomnuToB (Tabnuma 10). JlanpHewmyro aud-
dbepeHuUpoBKY neduiuTa paznauyHbIX (PAKTOPOB M BUJA FeMO(UIUUA MPOBOAST C
MOMOILBIO KOPPEKIMOHHBIX Mp0o0. Bua remModunum MOXHO ONpEAENUTh «TeCTaMU
CMELIMBaHU»: K IJIa3Me 00ciIelyeMoro 00JIbHOIO MOCIEI0BATENBHO B PA3HBIX MPO-
Oupkax 100aBiAOT 00pasilbl IJIa3Mbl, B KOTOPBIX OTCYTCTBYET OJMH U3 (PAKTOPOB
ceepteiBanus VI, IX wunu XlI. OtcyrcTBHE HOpManu3aluu CBEPTHIBAaHUS B OJTHOU
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13 NPOOUPOK YyKa3biBaeT Ha JAeUIMT TOro ke (akTopa B 00EUX CMENIMBAEMBIX
mia3Max, TO €CTh Ha I1€(PUIUT €ro y 00JbHOTO.

Hokazamenu zemocmasa npu zemoc[)uﬂuu

Tabauya 10.

Ilokazarenu,
XapakTepus3yro-
1€ COCYIHUCTO -
TpOMOOIIUTaPHBIN
reMocTas

[Tokazarenu, XapakTepU3yIOIIMUE KOATyJISIIUOHHBII

Uucno tpomOoIH-
TOB

ANre3uBHO -
arperairoHHast
aKTUBHOCTh
TPOMOOIIMTOB

JIIMTENbHOCTD
KPOBOTCUCHUS

Muenorpamma

IHpumeuanue:

reMoCTa3
Ilokazarenn, Ilokazarenu, Iloka3arenu,
XapaKTepu3yro- XapaKkTepu3yro- XapakTepus3yro-
e e e
«BHYTPECHHUIN» «BHEUIHUI» IIYTh | «KOHEYHBII)
yTh CBEPTHIBAHUS yTh
CBEPTHIBAHUS KPOBHU CBEPTHIBAHUSA
KpOBHU KpOBHU
[TporpomOunoBoe | TpoMOHUHOBOE
BpeMs BpeMs
[TpotpomOuHOBHIi | Comepxanue
WHJIEKC ¢bubdpuHOTreHa 1o

Pyt6epr

AKTHUBHOCTH
dakropa
Xl

KoluyecmeeHHoe onpeoesieHue Hedocmawuiezo gpakmopa ceep-

MblGAHUA NPU 2eMODUIUU NO360/1A€M OKOHUAMENbHO NO00BEPOUMb OUAZHO3 2e-
Mmopunuu

1.

2.
3.

JlmarHocTuka 3aBepHIaeTCs KOJMYECTBEHHBIM OIpEeIeHUEM Je(PUIIMTHOTO
dakTopa, YTO UMEET 3HAYCHUE JIs NPABWIHHOW OICHKU TSKECTH 3a00JIEBaHMS W
MIPOBEACHUS 3aMECTUTEIIbHOW TEPAIIHH.
B Hacrostiee Bpems BBIIETSAIOT 3 CTETICHU TSHKECTH TeMOQUITHH

Tsoxenas ¢popma muarHoctupyercs npu ypoae VI umu X ¢dakTopa B mnazme

meree 1 %.

®opma cpenneit Tskectu — 1 — 5 % HegocTaroniero gakropa.

Jlerkas opma Ooiee 5 % HemocTaromiero dhakropa, Ho He 6osee 40 %.

[Tpu

HEOOXOIUMOCTH

9TH HCCIICAOBAHHUA OOIOJHAIOTCA OIIPCACICHHUEM

cojiepkaHus B 1i1a3Me 00JbHOro uMMyHHoro uaruouropa VIl vnu IX dakropos.
B cucremy auarnoctuyeckoro oOciieoBaHusl OOIbHBIX TeMO(UINEH BKITIO-
Yal0T KOMIUIEKCHYIO OLIEHKY COCTOSIHUS Y OOJBHOTO ONMOPHO-ABUTATEIBHOTO anmnapa-



Ta NO TUIATEJIbHOMY aHAJIU3y CTATHKH, OMOPHOM M JABUTATENbHOM (PYHKUUU KO-
HEYHOCTEH, a TaK)K€ KOMILIEKCHOIO MCIOJIb30BAHUS HEOOXOAUMBIX JIYYEBBIX METO-
OB HUarHocTuku. Pa3zpaboTaH MpOTOKON BejeHUs OOJIbHBIX remoduineit, yTBep-
KIOEHHBIN MunucrepcTBoM 3apaBooxpaHeHust Poccuiickoir Penepannu ¢ LEIBIO
YCTAaHOBJICHUS €IUHBIX TPEOOBAHUI K MOPSIAKY IMATHOCTUKU U JICUCHUS ITUX MallH-
entoB (I'emoduus. [Iporokon Benenus 0oabHBIX, 2000).
JleyeOHas mporpamMma BKJIIOYAET CIEAYIOUINE ITAlbl:
1. 3amecTuTenpHas reMoCTaTUYECKas Teparus.
2. Jleuenue n1eCMONPECCUHOM.
3. Hecneuuduueckas Tepanus reMopparu4eckoro CHHApOMa U MECTHAsl TeMOCTaTH-
yeckas Tepanusi.
4. JleyeHune OCI0KHEHUNH TeMOPUITHH.
5. PeabunuraiinoHHbie MEPOIPUSATHUS.
Jleuenue remoduauu A
3aMmecTUTeNbHAs TeMOCTaTUYECKasi Teparnusi reMopuaInu A poBOAUTCS Tpe-

naparamu, coaepxkamumu VIl gakrop cBeprbiBanus. D10 aHTUTeMOpUIbHAS TUIA3-
Ma; KpUOTPELUITUTAT; OYHIIeHHbIe BUpycOe3onacHbie KoHleHTparsl VI ¢pakropa.

®dakrop VI, BBeaeHusIit B 03¢ 1 ea/Kr Macchl Tejla MOBBIIIACT KOHIICHTpA-
o toro (akropa B mirasme Ha 1,3 £ 0,6% (O Shaughnessy D.F., et al., 2004).
BBuny xopotkoro nepuoaa mnoayssiBeaeHus VI ¢dakropa (8-12 yacoB) cyrouHas
71032 aHTUTEMO(UIBHBIX MPENnapaToB M0JKHA ObITh pazneneHa Ha 2 — 3 — 4 BBeje-
HUSL.
PaccMOTpHUM TOCTOMHCTBA M HEIOCTATKU KaXK0TO aHTUTeMO(UIILHOTO TIpernapara.

1. AnturemodwipHas tnazma (AI'TI). Cexe3zaMopokeHHas IjIa3ma, TMOJY-
YeHHas OT 3/I0POBOTO JJOHOPA U 3aMOPOKEHHAsI HE TMO3/IHEE YeM yepe3 3 Jaca Mocie
B3sTUSA KpoBU. HeoOxoaumo moMuuts, uro VI dakrop nmabunen u He coxpaHseTcs B
HATUBHOM M CyXOH IUIa3Me, a TakXke B KOHCEpBHPOBAHHON KpoBU. Clie10BaTENbHO,
UCIIOJIb30BaTh 3TH MpenapaThl IJsl KYMUPOBAHUS TeMOPPArHuecKoro CUHAPOMA MpU
remopmwnu A He uMmeer cMmbicia. HecmoTps Ha mpoctoty mpurortoBieHusi, AlTI
MOXXET OBITh HCIIOIB30BaHA TOJIBKO MPU YMEPEHHBIX KPOBOTECYCHUSX, T.K. MAaKCH-
ManbHO mocTturaeMbiii ypoBeHnb VIII gakropa B kpoBu 00JBHOTO TOCHE TpaH(y3UU
ma3Mbl  00bIYHO He mnpeBbimaet 20 % HOpMBI, IpU BBEIEHUM €€ u3 pacuera 10-15
MJI/KT Macchl O0onpHOTO. [IpenenbHbIil ke 00beM IIa3Mbl, KOTOPBI MOXET OBITh
BBEJICH 0OJIbHOMY B T€UCHHE CYTOK, HE JIOJHKCH MPEBHIIAThH 25 MIJI/KT MacChl Tella u3-
3a OMAaCHOCTH THIEPBOJIEMHUH W Teperpy3ku mpaBbix otaenoB cepana (Demoposa
3.C., 1977). Droro oka3bIBacTCS JOCTATOYHO  JUISS OCTAHOBKH YMEPECHHBIX
KPOBOTEUEHUI U COBEPUIEHHO HEAOCTATOUHO JJIsI KYMUPOBAHUS TSKEJIBIX MOJOCTHIX
KPOBOTE€UEHU M OOIIMPHBIX MEKMBIIIEYHBIX U 3a0pIOMIMHHBIX rematoM. Kpome
TOro HeoOxoaumo MoMHHTH, uTo AI'Tl, kak mrobas miazma, COACPKHUT BBHICOKYIO
KOHIICHTPAIIMIO PA3JIUYHBIX OENKOB, CJEACTBUEM YEro ABJISIETCS  OBICTpast
CeHCUOUM3aIusl OpraHu3Ma W Pa3BUTHE PEAKIMM HEMEPEHOCUMOCTH  OEIKOBBIX
MpenapaTos.

2. Kpuonperunurar - 6€TKOBBIN KOHIIGHTPAT, TMOJYUYECHHBIN U3 TUIa3MbI C TI0-
MOIIBI0 OXJIaxJaeHus (kpuoocaxzaeHue), coaepxkut (akrop VI, dbubpunoren wu
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¢dakrop XllIl. Kpuonpenunurar npeacrasmnsier coooit konuentpat VIl dakxropa nep-
BOT'O MOKOJIEHHS. /IOCTOMHCTBOM KpHUONpPELHUIUTATa SIBISIETCS MPOCTOTA MPUTOTOB-
JIEHUs, BO3MOXKHOCTb JICUECHHUS, KpoMe reMODUiInu A, HEKOTOPBIX JIpyrux 3adojeBa-
HUM, Hanpumep, Oone3nu BumieOpanna. 3.C. bapkaran (2005) npeanaraer cieny-
FOLMI pacyeT 03kl Ipenapara:
O = MxVo
1,3
rae JI- 103a KpuonpeuunuraTa B eIMHUIaX akTUBHOCTH, M- Macca Tena 00JbHOIrO B
Kr, Y - 3ananubiil ypoenb pakropa VIII B mpouenTax.
Hcnonb3yeTcst U clieayroluii pacyeT 103bl Ipernapara;
Ho3a=0,5M x HY
M — macca Tena 60sbHOTO B Kr, HY — HyXHBII ypoBeHb ¢akTopa B I1a3Me OO0JIbHO-
ro B % winn B en/100 mi

B otnuuue ot AI'TI xpuonpenunuTat MOKET UCIOJIB30BAThCS ISl KYIIUpPOBa-
HUS )KU3HEHHO OIMACHBIX KPOBOTCUCHUHN MPU TeMOPHUINU ¢ MEHBIIIUM PUCKOM CEHCH-
OWJIM3aIMi ¥ Pa3BUTUEM OCJIOKHEHUU CO CTOPOHBI APYTMX OpPraHoB U cucteMm. B
o0beMe 3Ha4YMTeNbHO MeHbleM, yeM o0beM AI'Tl, comepkutcst Gojiee KOHIIEHTPHU-
poBaHHasi JjedeOHas go03a aHTureMopuiabHoro riaodOymuna (AIT). K negocrarkam
Kpuornpenunurara otHocutcss Hanuuue kpome VIl daxropa npyrux BemiecTB He-
HY>KHBIX JJIs1 JIeYEeHUsI TeMO(UITUY, YTO KaK CJIEICTBHE, BENET K YaCThIM ajiepruye-
CKMM peakiusiM. KpHonpeuunuraT JoKeH XpaHUThCS M TPAHCIOPTUPOBATHCS IMPHU
temreparype — 20-25 °C. [Ipu OpicTpoM OTTaMBaHUM OH JIOJDKEH HEMEIJICHHO BBO-
TUTHCSI O0JILHOMY BHYTPUBEHHO, TIOCKOJIBKY aKTUBHOCTH B HeM (Qakropa VIII mocie
pa3MopakuBaHUsl OBICTPO CHIDKaeTcs. PacrasBmimii Kpuonpeuunurar  ObICTPO Te-
pSI€T CBOIO aKTMBHOCTb M HE NOMJIEKHUT MOBTOPHOMY 3aMopakuBaHuio. [Ipu u3ro-
TOBJIEHUU KPHUOIPELUHUIUTATA HE MPOBOJAUTCS BUPYCHHAKTUBAIMA (KaK WM MpHU 3aro-
toBKE AI'TI), T.K. ycTpaHEeHHE BO3MOKHO COJIEpKAUIUXCS B IJIa3ME€ BUPYCOB JOCTH-
raeTcsi IpH MOBBIIICHHONW TeMIIepaType WU MpH 00pabOTKe HEKOTOPHIMU XHUMHUYE-
CKUMH BEIIECTBAMH, YTO MOKeT mpuBecT K paspymenuio VIl daxrtopa. [TorTomy
IIpU UCTOJb30BaHUU Kpuonpeuunutata (kak U AI'Tl ), BBICOK pHCK 3apaK€HHs BH-
PYCHBIMU WH(DEKITUIMHU.

3. CoBpemMeHHBIMH TIpemapaTaMy JIeUeHUS TeMO(DHINU SIBISIIOTCS BBICOKO
OUMILCHHBbIE W TOJBEPTIIMECS JIBOWHOW  BHUPYCMHAKTUBALIMM BUPYCcOE30MacHBIE
KOHIIEHTpaThl  (hakTOpoB cBepThiBaHUs. (Camble BBICOKOOUYHUIIEHHbIE MPEnapaThl
- TO TOJy4YEHHBIC IMyTEM T€HHOW WH)KEHEpUU pekoMOMHaHTHBIE KOHIIeHTpaThl (Ko-
reHat gupmbl Bayer, PexomOunanT ¢upmer Baxter u ap.). OHu M3rotaBIuBarOTCs
0e3 MOHOPCKOHM TUTa3Mbl, TIOPTOMY HET pHCKA 3apakKCHHsI BUPYCAMH TelaTUTa WU
BHUY. B cumy CIIO)KHOCTH HU3TOTOBJIEHHST OHM  OYE€HBb JOPOro CTosT. Heckonbko
JICIIEBNIE KOHIEHTPAThI, U3TOTOBJICHHBIE M3 IUIa3Mbl JOHOPA, OHU MPOXOMST OJHY
WJIU HECKOJIBKO CTaJIUii OYMCTKU OT BUPYCOB M KOHIIEHTpaluto. KoHIleHTpaThl He CO-
nepxat apyrux gakrtopos, kpome VIl unu IX. Boinyckatores npenapatsr VI dak-
TOpa B CYyXOM BHUJI€, MOTYT XPaHUTHCSI B OOBIYHOM BHUJE, B 0OBIYHOM OBITOBOM XOJO-
JTWIBHUKE U TNepe]] ynoTpeOIeHUEM Pa3BOASTCS B PACTBOPUTEINE, BXOISAIIEM B KOM-
IUIEKLIUIO MpernapaTa. JTU Mpenaparbl BCerja HaxoJATCs MOJA pyKoH y OO0JIbHOroO U
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MOTYT BBOJMTHCSI BHYTPMBEHHO HEMEJICHHO IPU BO3HUKHOBEHHHM Te€MOpparuii B

JOMAILHUX YCIOBUAX, KAK METUIUHCKUM paOOTHUKOM, TaK U CaMUM OOJBHBIM U €0

poncteeHHukamu. CBoeBpeMeHHoe BBeneHue npemnapata VIl ¢akropa mo3sosser

OBICTPO OCTAHOBHUTH HayaBIIEECS KPOBOTECUEHUE.

B Poccun B HacTosiiiee BpeMs LIMPOKOE MPUMEHEHUE MONTYYHIIM KOHUEHTpa-
Tl (akropa VIII: «Koate-DV 1y, «Koate-HP» dupmer Bayer; «Hemofil My, «Immu-
nate» ¢upmer Baxter; «daktop VIII — 1Y» (BPL); «Haemate P/HC» (Aventis Beh-
ring); «Hemoctin SDN» ¢upmer BIOTEST Pharma GmbH, «Octanate»
(Octapharma), Kogenate FS (Bayer Healthcare), Emoclot DI (Kedrion) u npyrue.

ABTOpBI MPOTOKOJA BefeHus OonbHBIX TeModuiuei (2006) peKkoMeHIyIOT
CJIEIYIOIINI pacueT pa3oBoil 1036l Ipenapara npu reMopunuu A:

-nipu TsKenon popme: X =M x L x0,5;

-TIpU CpeliHen TskecTu U €rkoi ¢popme: X = M x (L — P) x0,5
rae X — no3a (akropa cBEPTHIBAHMS KpOBU Jisi oJHOKpaTHOro BBeneHus (ME); M —
Mmacca tena O0JbHOTO B KI; L — mpoIieHT kenaemMoro ypoBHs (hakTopa B IJI1a3Me Ma-
ueHTa; P — ucxonneiit ypoBeHb (hakTopa y O0JIBHOTO /10 BBEJCHUS Mpenapara.

AnTUTEeMOQWIBHBIE TPEnapaThl JOJKHBI BBOJIUTHCS BHYTPUBEHHO OBICTpO,
cpa3y e IOCJie PacTBOPEHHUS UX B pa3Bojsiuei xkuakoctu. KameiapHoe UX BBeje-
HUE CHIDKAET 3(QPEKTUBHOCTD JICUCHUSI.

Hcnonp3oBaHue B TEpanuy COBPEMEHHBIX BBICOKOAKTHBHBIX KOHIIEHTPATOB
¢dakropoB VIII mo3BossieT B OONBIIMHCTBE CIy4aeB OrPaHUYMBAETCS OJHOKPATHBIM
€ro BBEJCHUEM B CYTKH. UeMm OoJbllle HayaibHas 03a MperapaTa U 4eM BBIIIe I10-
BBIIIAIOT YPOBEHb NeduiutHoro ¢akropa MpH MEPBOM  BBEICHUHU, TEM PEXKE MO-
T'YT BBINOJHATHCS nocienyromue ero BeeaeHus (bapkaran 3.C., 2005).

Jleyenue remodunnu B.

Jleuenue remodunuu B npoBoguTcs npenaparamu, coaepxkamumu 1 X dakrop.
K HuMm otHOCHTCS:

1. Caexe3zaMOpoKeHHas WJIM JOHOPCKasl Iia3Ma

2. KonneHTpaTbl IpOTPOMOMHOBOTO KOMILIEKCA, COJAEpKallle KOHIEHTpaT IMpo-
TpoMmbuHa, dhakTopoB X, X u HeOompmoe KommuecTBO daktopa VII.

3. Konnentpatsr 1X dakxropa — « Immunine» ¢pupmsr Baxter, « Aimafix» (Kedrion),
«Octanyne» (Octapharma), Replenine (Bio Products Laboratory), Benefix
(Wyeth, pekomOWHaHTHEIN) u ap. Pa3oBble 03B ATHX MpEmapaToB, COTJIACHO
MPOTOKOJY BEIEHUS OOIBbHBIX reMO(UITNeli, pacCUUTHIBAIOTCA 1O POPMYyIIaMm:

- ipu TsokENou popme: X = M x L x1,2;

- TIpU CpelTHEeN TsKeCTH U IErkoi ¢popme: X = M x (L —P) x1,2.

[Momyxwu3ub 1X dhakTopa B nupkyssiuu B 2,0 - 2,5 pa3a jymHHEe, yeM (hakTopa
VIII, B cBsi31 ¢ ueM OH MOKET BBOJUTHCS B 2 pa3a pexe, uem daxrtop VIII. Tlpu re-
MapTpo3ax, HOCOBBIX KPOBOTEUEHUSAX, HEOONBIINX MMOBEPXHOCTHBIX IeéeMaTOMax, re-
Matypuu QpakTop cBepThiBaHus |X BBOAMTCS Kaxaple 18 yacoB B TeUeHUE MEPBBIX
JBYX CYTOK; 3aTe€M Kaxjble 24 yaca 10 OCTAHOBKM KPOBOTEYEHHMSI U HMCUE3HOBEHUS
ooseii. Ilpy MalOMHBA3UBHBIX XUPYPrUYECKUX U CTOMATOJIOTMYECKUX BMEUIATEN b-
ctBax npenapatel |1X dakropa BBoaAT 3a 30 MUHYT JO MaHUIYJSIUU; B MOCIIEOIE-
PALMOHHOM IepUOJIe - Kaxble 18 yacoB 110 3axuBieHus paHsl. [Ipy BO3HUKHOBEHU N
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3a0proMHHON reMatomel penapathl X (akTopa BBOIAT B TeueHHe 3 JHEH Kaxable
18 wacoB; manee noanepxuBaromias Tepanus B TeueHue 14 nueit kaxaeie 24 yaca. B
Clly4ae pa3BUTHS >KEIyJAOYHO-KUIIEYHOI'O0 KPOBOTEUEHHUsS] KOHLIEHTpaThl ¢akropa 1X
BBOJISITCSL 10 MOJIHOM OCTAHOBKM KPOBOTEUYEHUs KaxKJple 18 yacoB, a B JanbHEHIIEM
Kaxaple 24 yaca B T€UCHHE 2 HeJlleNb. Y POBEHb HEIOCTAIONIEro (pakrtopa mpu remo-
¢unuu B, B ciydyae BOBHUKHOBEHHUS KPOBOTEUEHHH WIIM MPU MPOBEACHUN XUPYPTHU-
YECKUX BMEIIATENbCTB, JOJKEH OBITh BOCIIOIHEH A0 TE€X XK€ MOKa3aTeNei, 4To U MpHu

remouinu A.

Tabnuya 11.

Opuenmupoeounoe onpeoenenue Heooxooumozo yposua V11 u | X pakmopos npu
PAa3NUUHBIX KDOBOMEUCHUAX U XUPYPSUUECKUX 6MEUIAM elbCH8aX.

Tun kpoBoTEUEeHUS UM XU-
PYPru4ecKoro BMeuarteab-

Heo0XoauMbIil ypoBeHb Gak-
topaVIll B miazme (% ot

Yacrora BBeieHHs (YACHI)
/ITATEeILHOCTD JIeYeHUusI

CTBa HOPMBI) (mHum)
KpoBoTeyenus
I'eMapTpo3b1, HOCOBBIE KPOBO- Kaxnapie 12 wyacoB, nepBbie 2
TEUEHUsI, IOBEPXHOCTHEHIE Te- 40 — 50% CYTOK; 3aTeM Kaxjaple 24 yaca
MaTOMBI, FeMaTypHs JI0 OCTAHOBKH KPOBOTCUCHUS U
npeKpamieHus: 6omei.
OOGmmpHBIe TEMaTOMBI C TIPH- Kaxxnple 8 4yacoB 10 mHOJHOM
3HaKaMHM CIIaBJICHUS OKpYyKa- OCTAaHOBKHM KPOBOTCUECHUS; Ja-
IOINUX TKaHEH (B TOM YHCIIe U 60 — 80% Jiee IO IeP KU BAIOIIAsT TePaIus
3a0pIONIMHHBIC), TTUTEIbHAS B TeueHHe 14 mgHeM, kaxnpie 24
remMaTypusi. yaca
Yrpoxarolue >kMu3Hu KpoBOTE- Kaxxnple 8 yacoB 1m0 mOJIHOMU
yeHUs (KEeTyT0YHO-KUIIISIHBIC OCTAaHOBKHM KpPOBOTEUYCHHS; 3a-
Y T.J.), KPOBOU3IIUSHUS B I'O- 80 — 100% TeM TMOJICp)KUBAIOIIas Tepa-
JIOBHOU Y CHMHHOU MO3T nmus B TeueHue 14 mHEH, Kaxk-
nele 24 gaca
Xupyprus
HeGounbine onepanuu, BKIO- 40-60% 3a 30 MUHYT 10 yHaleHHUs 3y-
yasi yaaneHue 3y0oB. 00B; 3aTeM Kaxkaple 12 yacos,
JI0 32KUBJICHUS PaHBI
bonsmme onepanuu 100 - 120% ITpe- mocronepanioHHO U B
nepBbie 2 CYTOK MOCIIE onepa-
LIHH.
60% C 3-X CyTOK J0 3aKUBJICHUS

paHbl

JleueHue oTaenbHBbIX BUIIOB KDOBOTEUEHU N

1 . JleueOHas TakTHKa IIPU TeMapTPO3E:
- BpeMeHHasl (He O6osee 4em Ha 3-5 CyTOK) MMMOOMIH3AIUs CycTaBa B (PU3MOJIOTHYC-

CKOM IIOJIOJKCHHU,

- HC PCKOMCHAYCTCA OXJIAKACHUEC UIJIN COIPCBAHUC CYCTaBa, T.K. XOJIOJ WUJIK TCILJIO HE
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YMEHBIIAIOT MOCTYIUIEHWE KPOBH B CYCTaB, HO TPaHC(HOPMHUPYIOT OCTPBIA apTpo3 B
XPOHUYECKUH IPOrPECCUPYIOLIUN apTPUT;
- NPy BBEACHUM MpenapaToB HEOOXOAUMBIN YpOBEHb HEIOCTarollero (axkropa B
miazMe JospkeH coctaBisaTh 40-50%. Ilpenapater VI ¢pakropa nomkHB BBOIUTH-
csl IEpBbIE ABOE CYTOK Kaxjable 12 yacos, npenapatsl |X ¢gakropa — kaxasie 18 va-
coB. B nmanpHelimem antureMoguibHbIE MpenapaThl BBOJATCSA Kaxkiable 24 yaca 10
OCTaHOBKHM KPOBOTEUEHUS U MpeKpalleHus 0onei;
- Ipu OOLIMPHBIX remMapTpo3ax 3(hPeKTUBHA paHHSS acHHUpalvs WU3JIMUBIIEHCA B CY-
CTaB KPOBH C MOCIEAYIOIIHUM BBEACHUEM THIPOKOPTU30HA;
- MOCJIe JUKBUAAIMU OCTPOr0 TeMapTpo3a HEOoOXOAUMbl peaduIuTalMOHHbIE (BOC-
CTaHOBHTEJIbHbBIE) MEPOIPUATHS - JIeueOHast PU3KyIbTypa U GU3HOJICUEHHE, KOTOPbIE
JIOJKHBI TTPOBOJIUTHCS IO/ MPUKPBITHEM aHTUTEMO(DIIIBLHBIX MPENapaTos;
- JeyeHue 1eopMUpPYIOLIEro apTpo3a MpeayCcMaTpUBaET JeueOHy0 PU3KYIbTYpY U
¢uznonedenue noxa npukpeitueM npenapatoB VI dakropa. IIpu HeoOxonumocTu
IPOBOAST UMMOOMIM3AIMIO CyCTaBa, KOTOpasl 3aKJII04YaeTcsi B OMHTOBaHUM —CYyCTaBa
3JIACTUYHBEIM OMHTOM;
- JICYEHUE BTOPUYHOI'O PEBMATOMUIHOTO CHUHJIPOMA 3aKJIIOYAETCS B KYPCOBOM IpUEME
IPEIHU30JI0HA, /1032 KOTOPOTO MOAOUPAETCS MHAUBUIYATBHO.

2. JledeHre BHYTPUMBIIIEYHBIX T€MATOM:
- KaTeropuyYecKu 3ampeniaercss 00JbHBIM reMOGUINeil BBIMOIHATh BHYTPUMBIIIEY-
Hble UHBEKIMK. Bce npenapaThl 10KHBI BBOAUTHCS BHYTPUBEHHO UM BHYTPb;
- TIpY TOSIBJIEHUU reMaToMbl HeMeniieHHoe BBenenue npenapatoB VI dakropa kax-
nele 8 yacoB wiM npernapatoB ¢gakropa |X kaxnapie 18 yacoB 10 MOJTHON OCTAHOBKH
KpoBoTeueHus. Jlanee mpoBoaUTCA MOAAEpKUBAIOIAs Tepanus B TedeHue 14 muen ¢
uHTepBaIOM B 24 yaca. Heobxoaumblii ypoBeHb HEJJOCTAIONMIETO (hakTOpa B IUIa3Me —
60-80%.
- TIOCJIe KYIUPOBAHUS T€MaTOMBI TpeOyeTCsl IiuTeabHas peabunutanus (dusuoiie-
yenue, JIOK) 11 BOCCTAaHOBIICHUS MBIIIIEYHOM CHUJIBI.

3. Jleuenne KpOBOTEUCHHI B POTOBOM MOJIOCTHU:
[Tpu sxcrpakuuu 3y6oB npenapatsl VI u IX dakropo BBoasT 3a 30 MUHYT 10 dKC-
Tpakiuu. B nanpHeimem, npenapatsl ¢dakrtopa VIII BBoasT xaxasie 12 gacos, a
npenapatbl (aktopa |X kaxasie 18 wacoB m0 3axuBieHHs paHbl. HeoOxomumbli
ypoBeHb HenocTatomiero ¢axkropa — 40-60%. [Ipu ynaneHuu >keBaTeNbHBIX 3yOOB,
OCOOEHHO TPETHEro MOJSAPA, OJHOBPEMEHHOM 3KCTPAKIMU HECKOJIBKHUX 3yOOB HEO0O0-
xoauma OoJiee MHTeHCUBHAs TpaHChy3uOoHHas Tepanusi. KpoBorowamuii yq9acTok 00-
pabaThIBalOT TPOMOOTUTACTUHOM, TPOMOUHOM, 3aTeM 5% pacTBOPOM aMHUHOKAIPOHO-
BOM KUCIOTHI. OHA Ha3HAYaeTCsA TAKXKE BHYTPh B TE€UECHUE O-7 JTHEH.

4. JleyeHne NOYEYHOIO KPOBOTECUEHMUS:
- IOCTENBHBIN PEKUM;
- anTHTeMO(UIBHBIC TIpemapaThl BBoAsATCA B o3¢ 60 — 100 en/kr maccel Tena, Cpoku
BBEJICHUS ONPEACIISIIOTCS UHANBUIYaTbHO;
- KOJIMYECTBO BBIMMBAEMOM KHUIKOCTH JOKHO ObITh yBennueHo B 1,5 pasa (2,5-3 1 B
CYTKH);
- aMUHOKAMNpPOHOBAs KUCJIOTA U IPyTrUe€ UHTUOUTOPHl PUOPUHOIN3A PU 3TOM KPOBO-
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TEYEHUU KATETOPUYECKH MPOTHUBOMOKA3aHbI, T.K. OHU CIIOCOOCTBYIOT OOPa30BaHUIO
HEPACTBOPUMBIX CT'YCTKOB B MOYEBBIBOSIIUX MY TSX;

- pa”ee Uil JIEYEHUS] MOYEYHOIO0 KPOBOTEUYEHHS MCIOIb30BAIA MPEAHU30I0OHOTEpA-
nuo0. CxeMbl Ha3HAYEHUSI TTPEAHU30I0HA pa3nuyHble. [[puBouM MATUAHEBHYIO TIPO-
rpamMmy MpeaHU30JIOHOTepanuu, pazpadorannyto Poccuiickum HUW remartonoruu u
tpancysuonoruu (Cankr-IletepOypr): 1, 2 nuu - n03a NpeaHU30JI0HA 2 MI/KI Beca
B cyTkH; 3, 4 nHU - 1 MI/Kr Maccel Tena B CyTKU; 5 JeHb - 0,5 MI/Kr Macchl Tena B
cyTku. [Ipennusonion HazHayaeTcs BHYTph. [locie Hayana mupoKoro UCIoab30BaHUs
B Poccun, ¢ 2005 r, coBpeMEHHBIX KOMMEPYECKHUX MpenapaToB HeJAoCTaromero pak-
TOpa, MOJJ00HAsI cXeMa JICUCHUS MPAKTUUECKU HE UCTIONb3yeTCsl.

5. JleueHue xkenyn0uHO-KUIIIEUHOT'O KPOBOTCUCHHUSI.

- MIPY TOJ03PEHUU HAa KPOBOTCUCHHUE U3 JKEJIYJOUHO — KHUIIIEYHOTO TPAKTa Cpasy ke
HAYMHAETCS 3aMECTUTEIbHAs Teparusi, HeMEIJICHHO BBOJUTCS OOJIbIIAsi 1032 aHTH-
reMo(UIIbHBIX TIpenapaToB (YPOBEHb HEJIOCTAIONIETO (paKTopa IOJKEH OBITh JOCTHT -
HyT He MeHee 80-100%). B manbueiimem npenapatsl gaktopa VIII BBOAATCS Kax-
neie 8 yacoB, mpenapathl gakropa IX — xaxaeie 18 4acoB 10 MOTHON OCTaHOBKH
kpoBoTedeHus. [lociie aToro HeoOxoMMa MOAEPKUBAIOIIAs Teparus: B TeueHue 14
JTHeW aHTUreMo(WIbHBIC MperapaThl BBOASATCSA Kaxable 24 daca. JlanpHelmas Tak-
TUKa 3aBUCHUT OT d(eKTa JeueHus;

- 3(hpexTHBHA aMUHOKATIPOHOBAsI KUCIOTa BHYTPb WM BHYTPUBEHHO;

- IPEAHU30JIOH KaTerOpUYECKU MPOTUBOIOKA3aH.

6. Jleuenue 3a0pIOIIMHHON T€MATOMBI .

- cpa3y ’ke Ha3HauyalTcs JieueOHbIe JJ03bl aHTUTEMO(UIBHBIX MPENapaToB TaK Ke,
KaK MpU JICYCHUH KETYTOYHO-KUIIIEYHOTO KPOBOTECUCHUS;

- UHOT/Ia BO3HUKAET HEOOXOJUMOCTh B OMIEPATUBHOM BMEIIATENIbCTBE, B 3TOM CIIydae
HY>KHBI ene 0ojiee BBHICOKME J103bl aHTUTeMO(UIIBHBIX NPENapaToB, YPOBEHb HEIO-
craroiero (pakropa J0KeH ObITh JOCTUTHYT He MeHee 100%).

7. TpaBMbI, oniepaTuBHBIC BMeIIaTeNbCcTBa. [1aHOBBIE Onepanuu OOJbHBIM Te-
MOUIHEN PEKOMEHIYETCsI MPOBOAUTH TOIBKO B KPYIMHBIX HAYYHBIX IIEHTPAX, 3aHHU-
Maronuxcst mpoosiemoit remoctaza. FO.H.Anapees (2001, 2006) Beimenser 4 tuma
XHPYPrHUSCKUX BMEIIATEIBCTB MPU reMopwind: 1) HauBbICIIash KaTETOPHUS PHCKa:
paguKaIbHOE yAAJICHHE OOIIMPHBIX MCEBIOOMYXO0JEH Ta3a M KOHEYHOCTEH, IBaKya-
1Sl OOIIMPHBIX HACTOUBIIMXCA TEMAaTOM B COUYETAHWU C TOTAIBHBIM CEYCHHEM Tpa-
HYJSIIMOHHOTO Baja, dHIAOMPOTE3NPOBAHUE KOJICHHOTO W Ta300€pEHHOTO CYCTaBa;
2) BBICOKAsl KaTeropusl PHCKa: PEKOHCTPYKTUBHBIC OIEpallii Ha KOJICHHOM W Ta30-
OepeHHOM CyCcTaBaX, OTKPBITAS PEMO3UIINS M OTKPBITBIM OCTEOCHHTE3 Mruadu3apHBIX
nepejaomMoB Oenpa, TIUleda, KOCTEM TOJIEHHM, YAaJe€HUE pacclauBaroOLIUXCs 3a-
OpIOIIMHHBIX TeMaToM; 3) CPEIHSISI CTEIICHb PHCKA: ONEpallii Ha TOJICHOCTOITHOM U
JIOKTEBOM CYyCTaBax, yJaJlcHUE HEOOJBIINX FeMOpPParuvyeckux KUCT; 4) yMepeHHas
CTEIEHb pUCKa: HeOOIbIINE IO O0BEMY U MAIOTPABMATUYHBIE OTIEPAI[UH.

C uenp0 XUPYpruyecKkoro JICUCHHUS apTpoONaThil MPOBOISATCA CIEAYIOLIUE
OMEepPAaTHUBHBIE BMEIIATEIICTBA: CHHOBOIKTOMHUSI, KOPPUTHUPYIOIIAsi OCTEOTOMHUSI, apT-
pOILIACTHKA, PE3EKIUs - apTPOJE3, UCIOIb30BaHue anmnapara Boakosa - OranecsiHa,
TOTaJIbHOE PHAONpPOTE3UpoBaHue cyctaBoB (Auapees FO.H., 2001, 2006).
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Ho GonbHbIM remoduireil B 11000€ BpeMsi MOKET MOTPEO0BATHCS SKCTPEHHOE
OTIEpaTUBHOE BMEIMIATEIHCTBO M €T0 TMPHUIETCS BBHIMOJHATH B JIOOOM JIeUeOHOM
yapexacHun. OnepaTuBHOE BMEIIATEIBCTBO MPOBOIUTCS MO TPUKPHITHEM BBICOKHX
7103 aHTUTEMO(DUIIBHBIX MPENAapPaTOB, YPOBEHb HEAOCTAIONIETO (haKTOpa JOKEH ObIThH
nocturHyT He MmeHee 100%. DddexTuBen pekoMOuHaHTHBIM — npemapatr  «HoBo
Cesen» (VI aktuBupoBanHbIi (hakTOp). bosiee moApoOHO 0O XMPYpPrHYECKOM Jiede-
HUU OOJBHBIX TeMO(QUIMEN MOKHO IPOYUTaTh B psife paboT, YacTh U3 KOTOPBIX
npuBeaeHa B auTeparypHoM ykazatene (Anapees FO.H., 2001, 2006; Yaunues A.B.,
PacronoBa E.A., 2006).

C 1enpio IeMOHCTPAIIMK BO3MOKHOCTH COBPEMEHHOU PEKOHCTPYKTUBHOM BOC-
CTAaHOBHMTEIIbHOW OPTONEANYCCKOW XUPYPTUU Yy OOJIBHBIX TeMO(GUIUEH TPUBOIUM
BBIMKUCKY U3 UCTOpUM 00Je3HU. bonvrou O. 1971 200a pooxcoenus, nabrwooaemcs y
eemamonoza ¢ oemcmaa. [{uaznos: I'emounusa A, masxcénoe meuenue. I'emogpunvras
apmponamusi. [lechopmupyrowuii apmpo3 KoJeHHbIX, JIOKMeBblX, ma3z00e0peHHbIX U
20JIEHOCIMONHBIX CYCMAB08. DHOONPOMeE3UPOBAHUE NPABO2O KOJEHHO20 CYCmasa om
25.04.06. Con. Bupycueiu cenamum C, 1ameHmHoe medeHue.

Jluaenos evicmasnen ¢ oemcmea, uzHawaivro ypogerv gaxmopa VIl - 0,8%.
Yacmule cemapmpo3vl KOJIEHHbBIX, JIOKIMEBLIX, 20JIeHOCHONHBIX, MA300e0PeHHbIX CY-
CMAgos, Ymo npuseio K GopMupo8anuio 0e@dopmupyiomux apmpo3os, 000ux KojieH-
HbIX, JIOKIEBbIX, 20JIeHOCMONHBIX, MA300e0peHHbIX cycmasos. Ommeyan makice
MedCMblULeYHble, SHYMPUMbIUIEUHbIE 2eMAMOMbl, NOYeUHble KPOBOmMeUeHUsl, OOHO-
KPAMHO d#cesyO00YHO-KUULeYHoe Kpogomeuenue. /[1umenbHo noayuai iedenue ceedlce-
3amoposcennotl naazmou u kpuonpeyunumamom. C 2005 2o0a nonywaem zamecmu-
menvHyio mepanuio npenapamamu ¢pakmopa ceepmuisanus VI no 1500- 2000 ME
BHYMPUBEHHO MPU PA3a 8 Heoelio.

Haubonvuue usmenenus 6 npasom xonennom cycmage. C 2005 2 6onu 8 smom
cycmaege npuobpenu nocmosiHHbull xapakmep. Hapacmana éanveycuas oegpopmayus ¢
YKopoueHuem Koneunocmu Ha 3,5 cm. Obvem 08udicenuii 8 NPABoM KOJIeHHOM Cycma-
6e — pazeubanue 75°, ceubanue 110°. Ha penmeenocpammax npasozo KoieHHo2o cy-
cmasa (puc. 32, a) ommeuanoch 3HAYUMeNbHOEe CYIHCEHUE CYCMABHOU Wleau C HAlu-
yuem BbIPANCEHHOU IKCKABAYUU CYCMABHOU NOBEPXHOCU MEOUAIbHO20 MbIUeIKd
bonbuleOepyosol KOCMuU U e20 nepecmpouKol, KpaesbiMu KOCMHbIMU PA3PACMAHUS-
MU, BbIPANCEHHASE OehopMayUsl CYCMABHLLX NOBEPXHOCMEN, CUHOCO3 HAOKOJIeHHUKA
¢ DeOpeHHOU KOCmblo, 3aKII0YeHUe — PEeHM2eHON02UYeCKas Kapmuta 0ehopmupyio-
wezo apmposa \N cm. ¢ paspywernuem mviuyeakos 60abuLedepyosoll KOCmu.

C 16.04.2006 2. no 30.05.20062. 6016HOU HAXOOUNCS HA TleyeHUe 8 OMOeNeHUl
PEKOHCMPYKMUBHOU 80CCIMAHOBUMENbHOU opmoneou 0/ OOIbHbIX 2emouiuell
T'HI] PAMH 2. Mockea. 25.04.2006 2. na ¢pone cemocmamuyeckoii mepanuu KOH-
yenmpamom gaxmopa VI npouzeedeno sndonpomesuposanue npasoco KoJeHHO2O
cycmasa yemeumuvim npomeszom upmor DePuy (puc. 32, 6). Ilocreonepayuonnuwiii
nepuoo npomexkan 6e3 ocobennocmeil. Pana 3ascuna nepeudnbiM HAMANCEHUEM, ULEbL
cHamol Ha 14 cymku. [Jocmuenymol 0sudxcerus 8 ooveme 1 80/95°. B meuenue 5 nem
YyyeCcmeo8an cedsl y00e1emeopUmenbHo.
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Yxyowenue cocmosinus ommevaem c 26.12.11 2, koe0a pe3ko nossunacs Gul-
paosicenHas 0016 8 NPAGOM KOJEHHOM CYCmase, HapyuleHus 08UdCEeHUs 8 cycmase Ha
gone 6016020 CUHOPOMA, CKOBAHHOCMb, OMEYHOCMb cycmasa, 6 medenue 10 Oueti
MO2 nepeogueamvcsi moabko npu nomowju Kocmolieu. CamocmosmensHo yeeauyu
003y 8600uM020 axmopa. bonesoli cunopom HeckorbKO yMeHbUULCS, nepedsuall-
Csl CaMOCMOSIMENbHO, COXPAHANACH CKOBAHHOCMb 8 Npagom KoaeHHom cycmage. Co-
cmosiHue 0601bH020 yoosnemeopumensvHoe. Koowca ooviunoii okpacku, yucmas. Ilepu-
gepuueckue uMpoy3vl He yeenuueHvl. B neckux Ovixaumue 8e3uKyiapHoe, XpUnos
nem, YI[/[-18 ¢ munymy. Tonwi cepoya sacuvle, pummuunvie. YCC-70 6 munymy. Ku-
gom msaekuu beszbone3nennvili. Ileuensb u ceneszénka ne ygeruyenvi. CumMnmMom HOKO-
Nauueanusi ompuyamenvHulll ¢ 0beux cmopoH. llepughepuueckux omexos nem. Moue-
UCNYCKaHue U Cmyjl 6 HopMe.

JlokanvHo: npasvlil KOJNEHHbIU CYCmMA8 O00bIYHOU OKpACKU, NO nepeoHel No-
8EPXHOCMU KOJEHHO20 CYCMABA NoCleonepayuoHusli pyoey oaunou 15 cm. [suoice-
Hus 6 konennom cyemase 180-90 ° — sudonpomes konennozo cycmasa

Knunuueckuii u buoxumuveckuii anaiuzvl Kposu 6e3 namonocuu.

Koazynoepamma om 25.01.122.: mpom6. Bpems — 19,5 cex., AYTB — 63,5 cex.,
Quopunoeen — 2,12/n, AT-3 — 106%, Aepecayus mpomboyumos ¢ AJ[® — 26,4cek, ¢
konnazenom — 52,3%, ¢ pucmomuyunom — Hem peaxmuea. AkmusHocms axmopa

VI — 2% (nopma 50 — 200%) na ghone noooepoicusaroweli mepanuu KoHyeHmpama-
mu VIII paxmopa.
Ananusz kposu na uneubumop k gaxmopy VI —0 BE. Auanusz kposu na BUY u

RW — ompuyamenvuvie. Ananuz kposu na eenamumor om 25.01.12 memooom UDA:
BI'C — anmumena oonapyacensi, 190G noroscumenvnwiti KII1 core 11,3 Kllys13,8.

Peumeenocpagus npasoco ronennoco cycmasa om 25.01.12 (puc. 32, 8):
cnpasa — dHOonpomes, pe3opoyusi KOCMHOU MKAHU BOKDPY2 MemAailoOKOHCMPYKYUU,
KOHMAaKmMHble Kpaegvle IK30CMOo3vl. 3aKioueHue: cocmosanue nojie 3H00Nnpome3supo-
8aHUsl KOJIeHHO20 cycmasa cnpasa. Pezopbyus kocmu 6oxpye memaniokoncmpyKyuu,
KOHMAaKmHwle ocmeoghumai.

B cea3u ¢ necmabunvnocmoio snoonpomesa 8.04.2013 6 omoenenuu pexom-
CMPYKMUBHOU B0CCMAHOBUMENbHOU opmoneduu 0isi 6oavhbix ecemoghunueni ['HI]
Mun3zopasa Poccuu (Mockea) npouzsederno pesusuonHoe 3H00NpOme3uposarue npa-
8020 KOJIEHH020 Ccycmasd. Yoanewvl paree yCmaHo8lIeHHble He CMAOUIbHbIE KOMNO-
HeHmMbl YHOONPOmMe3a, NPou3eedeHvl OONOIHUMENbHbIE ONUIbL OeOpeHHOoU U OOoblLe-
bepyosou kocmu. Ha yemenmuou ¢puxcayuu ycmanosieHvl KOMHNOHEHMbl SHOONPO-
meza smith&nephew RT (¢emopanvuviii komnonem 2, mubuanvusiii komnonem 2,
gknaoviu 14 mm + mubuanvusiii éxknadviul). Ha KoOHmMponvHOU penmeeHocpamme
(puc. 32, 2) cmosHue KOMNOHEHMO8 Npomesa NPasuibHoe, cmadbuibHoe. B nacmosi-
wee 8pems nayuenmy npo8ooOUmMcs NPOQPUIAKMUYECKas 2eMoOCmamuiecKas mepanus
kouyenmpamom gaxmopa VI no cxeme: noneoenvrux, cpeoa — 2000 eo., namnuya
— 3000 eo., JIDK, nanpasrennas Ha pazpabomxy 08UIICEHUL 8 NPABOM KOJICHHOM C)-
cmase, aeuenue ocmeonoposa — anvga D3 TEBA I mxe/cym., kanvyuii canooc 500
Me %X 2 p 8 Oenw, bucghocghonamel (30mema,).
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A. Ansapv 2006 200a.

b. Mait 2006 200a.

Puc. 32. Penmezenozpammol npagozo Konennozo cycmasa 60avno2o 0.
(onucanue ¢ mexcme)
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B. Aneaps 2012 200a.

I. Anpenv 2013 200a

Puc. 32. (npoodonxncenue) Penmeenozpammot npagozo Koj1eHnoz20 cycmaea 60,1bHo-
20 O. (onucanue 6 mexkcme)
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8. Jleuenue wmuruObutopHoit Gopmbl remodunuu. CrocoObl BO3ACUCTBUS Ha
NPOAYKUMIO U cHUXeHue TuTpa mHruouropa (Anapees HO.H., 2001; 3o3yns H.A.,
2010; Pymsunes A.I'., Pymsuues C.A., YepHos B.M., 2013):

- MEXaHMYECKOE yaalieHue aHTuTen (miasmadepes);

- KOPTUKOCTEPOUIHAS TEPATTH;

- HCTIOJIb30BaHUE UMMYHOIETIPECCAHTOB;

- runepOapuyecKkas OKCUTreHalus.

[Ipu mHruO6UTOpHOM QopMe reMoUINU UCTOIB3YIOTCSI BHYTPUBEHHBIE WH-
by3uu nepuuuTHOrOo (hakTopa B OueHb BbICOKHUX go3ax: mo 100-300 exn/ xr macchl
Tella B CYTKHM B TedeHue psna auen (Anapees FO.H., 2001, 2006). BuyrtpuBeHHbIC
BBEJICHUSI MACCUBHBIX /103 YKa3aHHBIX (PAKTOPOB COYETAIOT CO CIAEAYIOIMIMMH BO3/EH-
CTBUSIMH .

- BHYTPHBCHHBIMHM BBEACHUSIMHU KOHIIEHTPATOB (DAKTOPOB MPOTPOMOUHOBOTO
KOMILJIeKca: a) HeakTuBupoBaHHbie Gopmbl (PPSB, Prothromplex-T TIM 4 u  np.);
0) yaCTUYHO aKTUBHpOBaHHbIE mnpemnaparsl — FEIBA, mpomnekc u ap.

- BHYTPHBCHHBIMH BBEJCHUSMH PEKOMOWHAHTHOTO aKTHUBHPOBAHHOTO (haKTO-
pa VII (anrakor anbda — npenapatel HoBoCasen uinu koaruin-VI1I). DToT npenapat B
00X0/1 BHYTPEHHETO MEXaHW3Ma KOaryysiliud aKTUBUPYET MPOTPOMOMHOBBIM KOM-
miekc (paxropsl X—V—Ca*") 1 mpoTpoMOHH U TPAHCIOPTHPOBKY UX HA TPOMOOI[H-
Tax B 00JacTh MOBpexkJeHusi cocyauctoi crenku. HoBoCaBeH BBoIUTCS IS KY-
MUPOBaHMs KPOBOTEUEHUH B Buie OonrocHOM MHBEKIMU B 03¢ 70-100 MKr/Kkr, MO-
CJIe Yero Takue BBEJACHHS MOBTOPSIOT uyepe3 Kaxkjble 2 — 3 4 B TeueHue 1 — 3 cyTok.

- Csunoit ¢akrop VIII (Hiate) ucroas3yior 1Mo 3KCTPEHHBIM MOKA3aHUSAM, B
TOM YHCJIE TIPU HEOTIOKHBIX XUPYPTrUUECKUX BMEMIATEIHCTBAX Y OOJIBHBIX C BBICO-
KUM TUTPOM HHTHOUTOPA.

B kxauectBe mpumepa jgedeHUs MHTHOUTOPHOU (OpMBI reMO(DHINU TTPUBOIUM
BBIMUCKY U3 UCTOPUU OOJIC3HH.

1100 nabmooenuem 6 eemamonocuvyeckom omoeieHuu Amypckou 001acmuoul
0emcKou KIUHUYeCKoU OO0NbHUYbl Haxoouics nayueum P., 1995 2.p., ¢ ouacnozom:
T'emogpunus A, masxcenas popma, ociodxicHeHHas HATUYUEM UHUOUMOPA K (haxmopy
VIII. [epopmupyrowas apmponamus npagoeo KoieHHo20, npagozo 10KMe8o20 Cy-
cmagog. Xponuueckuu eupycuwiii cenamum C.

Juaenos I'emogpunus A ycmanosnen Ha nepsom 200y scusnu (@axmop VI —
0,5%) 6 o. bracosewencke. Teuenue 3abonesanus munuyro Onsi msdxceaiou Gopmul
eemogpunuu U Xapaxkmepuszyemcs NpeuMyujeCmeeHHblM NOPAdMdCEHUeM ONOPHO-
osuzamenvro2o annapama. Ha npomsoicenuu sHcusHu ommeuanucy peyuousupyroujue
2emMapmpo3nvl, 2emMamomvl MASKUX MKAHeU, KPOBOMEYeHUs U3 CAUSUCMbIX U Npu
CcMeHe MONIOUHbIX 3)008.

Bnepevie codeporcanue uneubumopa onpeoeneno 6 I'emamonocuueckom Hayu-
Hom yeumpe PAMH 6 2005 200y — 20 BE.

B mae 2007 2. nayuenm P. nepenec xupypeuieckoe emMeuamenbcmeo no nogo-
0y eanepeno3noz2o annenouyuma. Onepayus OCIOHCHUNACL MACCUBHBIM BHYMPU-
oprownvim kposomeuenuem. llpoeodunace cemocmamuueckas mepanus 6 medeHue
2-x HeOdenb npenapamamu wyHmupyrowe2o oeticmsus (HosoCaeen, Deiiba).
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llocne evinucku uz cmayuonapa mump uneubumopa cocmaensin 345 BE.

20.09.2007 200a nauama mepanusi UHOYKYUU UMMYHHOU MOJEPAHMHOCHU HO
bonnckomy npomoxony — 100E/]/ke kadxcowvie 12 yacos.

Jlunamuka cHudxcenus yposHs uneubumopa:

22.10.20072. — 281 BE; 28.01.20082. — 48 BE; 28.04.20082. — 23 BE;

06.08.20082.-8,6 BE; 03.12.2008e2. - 4,12 BE, 05.03.20092. - 1,3 BE;

19.06.20092. - 0,72 BE; 18.09.20092. - 0,51 BE; 16.12.2009e. - 0,86 BE,

03.02.20102. - 0,59 BE — nepesoo na o0HoOKpammuoe 68edenue gaxmopa us
pacuema 150E/[/ke exceonesHo — KOHCYIbMUPOBAH eOYWUMU CHEYUATUCAMU
T'HI] Munzopasa Poccuu (Mockea).

11.03.2010e. - 0,6 BE; 24.03.20102. - 0,59 BE;

15.04.2010e. - 1,15 BE — oOanvuetiuias makmuxka 6edeHus 601bH020 0blia 00-
cyacoerna ¢ eedywumu cneyuanucmamu I'HI] Munzopasa Poccuu (Mockea), pexo-
MeHOayusi — yseaudums 003y ¢axmopa oo 170E]]/ke/cym esceOnesHo

02.06.20102. - 0,51BE; 21.06.20102. — 0, 06.07.20102. — 0;

20.07.20102. — 0; 1.08.20102.- 1,1BE; 05.08.20102. — O;

31.08.20102. — 0.

3a 2010 200 pebenok umen 4 snuzoo0a Kpo8OMOUUBOCMU, CEA3ZAHHBIX C MPABG-
mott, ssoouncs HoeoCesern uz pacuema 270mke/ke maccol mena 00OHOKPAMHAsL 003d.

o aneaps 2011 200a do3zupoexa xouyenmpama gaxkmopa ceepmouisanus V|
He YMEeHbULANACh.

C ausaps 0osa npenapama ymeuvuuena 0o 12000ME esxceonesno, ¢ gespans
— 11000ME eoxceonesno. /lanvhetiuee cHudicenue 0036l OMMEHEHO 8 C853U C Nossile-
Huem mumpa uheubumopa 6 cvleopomie kposu Ha yposte 2,4-1,25 BE. B anpene col-
sopomka bonvroeo omnpasiena 6 ' HI| bapnayrvckuii counuan 0ns KoHmpos noxa-
sameneu. Pesynomam : 0,00 BE.

24.06.2011, mump uneubumopa cocmasun 0,98BE, 6 céa3u ¢ uem Ha uioniv
2011 200a pexomenoosaro: eeedenue pakmopa ceepmuisanus VIl 6 doze 11000ME
6/6 CMPYIIHO Yepe3 OeHb.

Yposenv uneubumopa 3a yxasanmwiii cpok:

24.10.2011z2. - 1.2 BE 18.11.20112. -0,00 BE 28.12.20112. - 0.76 BE
24.01.20122. - 0.8 BE 20.02.20122. - 6.24 BE.

06.03.2012 2. yposenv uneudbumopa onpedenern 6 I'HI] Munzopasa Poccuu
(Mocksa). Cocmaeénsiem 0,6 BE. PexomeHO08aHO: nocmeneHHoe CHUMCeHue 003bl
xkonyenmpama ¢axmopa V1 0o 003wt evicoxodosnotl npogunaxmuxu (50 ME/ke ue-
pe3 48 uacos) nod konmponem nokazameneu yposHs uH2UbUmMopa, mecma 60CCma-
Ho8leHUs, OuHamuxu nonyevieedenus paxmopa VIII.

12.03.20122. ooza ¢axmopa VI cuuocena na 15%, m.e, 9500 ME uepes
Ooenv 1 mecay. Yposeno uneubumopa 0.8 BE (3abop xposu 23 mapma 2012 2). C
16.04.20122 0o3a paxmopa VI cruscena oo 8500 ME.

19.04.20122. yposenv uneubumopa — 0 BE. C 12.05.20122. 0oza VI ¢paxmo-
pa cHudicena Ha 15% -7500 ME. Yposenv uneubumopa 14.06.20122.1.15 BE. Jlo3a
npenapama Ha UOHb OCMABAEHA NPEHCHSIL.
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19.07.20122 yposensv uneudbumopa 0.52 BE. @axmop VI — 0,2%. Jloza npe-
napama cHudicera 0o 6500 ME.

29.07.2012 2. Ilocmynun ¢ ouacnozom Medsxcmbiuieunas cemamoma npasoil na-
xoeou obnacmu. Ymviunenno mpasmuposan npagyio kucmeo. Ilocne uezco, ¢ npooo-
AHCAIOWUMCSL KPOBOMEYEHUEM CAMOBONbHO nokuHyn omoenenue 07.08.20122. Jloza
no npomoxony UUT ocmasnena npescussn (6500ME).

07.08.20122. Yposenwv pakmopa VI - 0,8%, uneubumop — 0,59 BE,

14.09.20122 nocmynun nocie asmooopodCHOU mpasmvl ¢ ouacHozom. Peanas
pana obracmu 2 Medcnanvbye8o20 NPOMENCYMKA Npasou KUCMU, MHOMICECHEEHHble
CCAOUHBL NPABOTL BepXHEL KOHEUHOCIU, MEeXCMbILUEUHAS] 2eMamomMa npagozo beopa.
THonyuan neuenue npenapam @ VIl uepesz denwv 6 npesicneni 0oze (6500 ME uepes
0eHv), Hogocesen 00 ocmanosku kpogomeuenus. 01.10.20122 yposenwv chakmopa V|
— 0.1%, uneubumop — 2 BE. Bvinucau na npedicHell 0o3e, ¢ KOHmpoaem yepes 1 me-
csy.

Jlunamuka obcnedosarnuti nocie 8bINUCKU.

Daxmop % uneubumop bE
11.11.201 2. ¢ -04 u—1.64
12.12.2012. ¢ -0.6 u—»0.72
Tepanua UUT 3axonuena ¢ mapme 201 3e.
01.03.20132 ¢-13 u—~0
15.05.2013z. ¢-0.5 u—0.76
21.06.2013 ¢ -02 u—20.70
03.07.2013e. ¢ -08 u—04
15.10.20132 @-1 u—0.00

[IpodunakTryeckoe seyeHne OOIbHBIX TEMOPUIHUEH.

Cucremaruyeckoe npoduIakKTUIecKoe BBeJCHUE OOJIBHBIMU TSXKEIOW U Cpe/I-
Hel crenenu TsokecTH remodunneit konmeHTpatoB VI wmm IX dpakTopoB mo3Bosns-
€T TIOJIICP’)KUBATh HA BHICOKOM YPOBHE KOHIIEHTPAIMIO YKa3aHHBIX (PAKTOPOB B KPO-
BU M TAaKUM 00pa3oM wu30€KaTh pa3BUTHA CIIOHTAHHBIX KpoBoTedeHHil. [losiBneHne
BBICOKOAKTUBHBIX U BHUpycOe3zonacHbix mpemnapatoB VI u X dakropoB cnenanu
aMOynaTopHOe MPOPUIAKTUYECKOE JIedeHUE OOJIBHBIX TeMODUIMEH JIeTKOOCYyIIe-
CTBUMBIM U 0€30MaCHBIM.

C suBaps 2005 r. B Poccun OonbHbIE reMOPUIMER TAXKENON U cpeaHel cTe-
MEHU TSHKECTH MMEIOT MpaBo Ha OecriaTHOE o0ecredeHne OYUIICHHBIMA BUPYCOe3-
omacapiMu Tipeniapatamu VI u 1X  dakTopoB ms mpodmrakTHIecKoro BBEICHUS,
3a cuet peaepanbHOrO OromKeTa. [IpodunakTnyeckoe BBeACHNE KOHIICHTPATOB (ak-
topa VIl ocymectBisercs B no3ax 25-40 ME / kr maccel Tena 3 pa3a B HeJemto, a
daktopa IX — B Tex ke mo03ax 2 pasa B Hejaenwo. Bormpoc o mpoduiakTuueckom Jie-
YEHUU MAIMEHTOB C JIeTKOW (hopmoil remoduiiuy peraercsi UHAUBUAYaIbHO. 3ame-
CTUTEIBHYIO MPOPUIAKTUYECKYIO TEpANUIO 1eIeco00pa3HO HAuMHATh C PAHHETO
JETCKOr0 BO3pacTta JO BO3HHUKHOBEHHS TSKEIBIX MOPaKEHUH OTOPHO-
JBUTATEIBLHOrO amnmnapara. l[IpuMeHeHne COBpPEMEHHBIX KOMMEPUYECKUX MpernapaToB
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HesocTaromero ¢gakTopa ¢ MOMEHTa JUArHOCTUKU reMO(HINK Mmo3BOIsSET U30exkaTh
TSKENBIX MOPAKEHUI OMOPHO-ABUTATENIBHOIO alapaTa U MHBAIUIA3ALUH.

[losiBneHue BBICOKOOUMILEHHBIX BHUPYCOE30MACHBIX KOHILIEHTPATOB (PAKTOPOB
VI u IX cnenano BO3MOXKHBIM MPOBEACHUE TOMAITHETO JICUSHHS OOJIbHBIX TeMO( u-
nuelt. JlomaiiHee JieyeHUE sABIsAETCA OYeHb 3P(GEKTUBHBIM, TaK KaK 3HAUUTEIBHO CO-
KpauaeTcsl MPOMEeXXYTOK BPEMEHU MEXKIY BO3ZHHMKHOBEHHEM KPOBOTEUEHHUS U Haua-
JIOM €ro JIeYeHHs], TOMOraeT n30exaTh CepbE3HBIX OCIOXKHEHUN U YIY4IIUTh Kaude-
CTBO JKU3HU Nal[MEHTA.

JleyeHue 1eCMONIPECCUHOM.

JlecmomnpeccuH — AepuBaT aHTUAUYPETUYECKOro TropMoHa runopusa (1- ne-
aMHHO-8-0-apruHUH Ba30MPECCHH ) MPH BBEACHUSX BHYTPUBCHHO WM TOJKOXKHO B
no3ax 0,3 mxr/kr nosbimaeTr B 3-6 pa3 u 6onee yposenb (axtopa VI u dakropa
Bunnebpanga y OosibHBIX JieTKOW popMoit remoduinu u 6one3nbto Bunnedbpana |
tuna. Ilpu ypoBue ¢pakropa VIII menee 2 — 3 % npenapar neapdexruer. Makcu-
MyM JIEWCTBHS JecMollpeccuHa HacTynaeT yepe3 30-60 MUHYT mocje BHYTPUBEH-
Horo u 4epe3 90 — 120 MuHyT mociie MOAKOKHOTO BBeneHUs. [loBbIIEHHBINH Ypo-
BeHb B KpoBu ¢aktopa VIII coxpansercs 5-8 4, a dakropa Buebpanga — 8-10 u.
Brenenue npenapata MOXKHO MOBTOPSITH 2-3 pa3a B CyTkH. Mcnoib3yroTCsl mpenapa-
TBI DOMO3HHT, OKTOCTHM.

Bosae3ns BuiieoOpanga

bonesnr BuseOpanaa — rereporeHHasi rpyIina HacleICTBEHHBIX KoaryJsorna-
TUH, 00YCIIOBICHHBIX HAPYIICHUEM CHHTE3a WJIM Ka4eCTBEHHBIMH aHOMAIUSIMH (Dak-
Topa Bunnebpanna.

®daxkrop BumneOpanaa BeipabaThiBaeTCs SHIOTETUATBHBIME KJIETKAMH U MeETa-
kapuonutamu. daxkrop Bunnebpanna mupkynupyeT B KpOBU B KOMILIEKCE ¢ (PakTo-
pom VIII u BeImostHSAET 1B OCHOBHBIC (YHKITMU: 1) oOecreunBaeT aare3uio TpoMOo-
LIUTOB K KOJUIAr€Hy COCYIHMCTOM CTE€HKH, CBA3BIBAsACH C riukomnporenHamu IB u |IB
/llla MmemOpaHbI TpOMOOIIUTOB, 2) cTabunusupyer mojiekyny dakropa VI u tpanc-
MOPTUPYET €ro K MECTy (HOPMHUPOBAHUS T€MOCTATUIECKOMN MPOOKH.

3aboneBanue BrepBble ObUIO omucaHo JpukoMm (oH Bumrebpanaom B 1926
roJly y JKATeJed AJIaHIICKMX OCTPOBOB. 3a00JIEBaHME MOXET HACIIEOBATHCS ayToO-
COMHO — JIOMHHAaHTHO U ayTOCOMHO — PEIIECCUBHO B 3aBUCUMOCTH OT (hopmbI 3a00-
JICBaHUA.

Paznmuuaror Tpu oCHOBHBIX THma OoJyie3Hn BuineOpaHna, KOTOphIE MPEACTaB-
seHsl B Tabmumax 12 u 13.

Knvnnyeckas kapTrHa 3a0071eBaHUs

Knuanyeckue mposiBneHus 3a0osieBaHus BecbMa BapuabenbHbI. Berpewarorcs
JIETKO TPOTEKAIONIUE BapUAHTHl C HE3HAYUTEIBHO BHIPAKEHHBIM TeMOPpParundecKuM
CUHAPOMOM. B TO e BpeMs HMEIOT MECTO TsKelbie (POpPMBI OOJE3HU C JITUTEIBHBI-
MU ¥ OOWJIBHBIMH KPOBOTECUCHUSIMH. KpOBOTOUMBOCTH HAYMHAETCA B JETCKOM BO3-
pacte. Y KEHIIMH HAOIOIAI0TCS BBHIPAKCHHBIE MATOYHBIC KPOBOTECUCHUSI B TIEPHO/T
MEHCTpyaluidi. MeHopparuu MoryT npojoiikarbes 8 — 10 nHeit u 6osee, MWIOX0 MOM-
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natorcs jedeHuto. HocoBele KpoBOTEUEeHHs] HAOMIOJAIOTCA KaK y MY)KYMH, TaK U Y
XKeHIMH. YacTo 0TMEHaroTCs TSKEIbIE PELUIUBUPYIOIINE HOCOBBIE KPOBOTEUECHHUS.
IIpu HeTskensix (popmax 3a00JIeBaHUS MMEET MECTO YMEPEHHO BBIPAXKEHHBIA Te-
MOPPArnYECKUN CUHAPOM IO METEXUAIBHO — ISTHUCTOMY THIy Ha KOXKE, 4TO SBIIS-
€TCsl MPU3HAKOM MaTOJOTUU COCYAUCTO-TPOMOOIMTaApHOTO reMocTa3a. [Ipu Tsaxenbix
dbopmax 6osie3nu Bunnebpanaa HabM01at0TCs OOIMIUPHBIE MOIKOKHBIE KPOBOU3JIH SI-
HUS, BHYTPUMBIILIEYHbIE T€MATOMBI, TeMapTpo3bl. Ilpu Tspkenbix gpopmax 3aboneBa-
HUSI MOTYT OTMEUYaThCsi OOMJIBHBIE KPOBOTEUEHMS MOCIE TPAaBM, SKCTpPaKUUU 3yOOB,
ONEPATUBHBIX BMEIIATEIbCTB, KEIYJOYHO-KUIIEYHBIE, IOYEYHBIE KPOBOTEUYECHUS,
BHYTPUMO3TOBBIE KPOBOU3JIUSIHUS.

Haubonee xapakTepHbIM U cielIM(PUIECKUM CUMOTOMOM Mpu Oose3uu Buiie-
OpaHja SBISIFOTCS KPOBOTEUEHUS U3 CIM3HUCTBIX MOJIOCTH PTa, HOCA, BHYTPEHHUX Op-
raHoB. CHUMIITOMBI KPOBOTOYMBOCTH BapbUpPYIOT OT YMEPEHHO BBIPAXEHHBIX J0
KpalHE TSHKENBIX, MPOTEKAOT MPEUMYLIECTBEHHO MO MUKPOLMPKYJIATOPHOMY THILY.
VY nanuenToB ¢ pe3kum aedpunutom ¢akropa VIII mabmonaroTcs oOuibHbIE U TPO-
JOJKUTENIbHbIE KPOBOTEUEHHUS (HOCOBBIC, JECHEBbIC, MATOUYHbBIE), TAKKE KPOBOU3IH-
SHUSI B MBIIIIBI U cycTaBbl. Kpome TOro, MOryT BO3HHUKaTh JUJIUTEIbHBIE KPOBOTEYE-
HUS IPU TpaBMax, yJajleHUH 3y00B, ONepaiusx.

B nerckoM Bo3pacTe 4acTto OBIBalOT KPOBOTEUEHHUS M3 CIU3UCTBIX 000JI0YEK
II0JIOCTU PTa, HOCOBBIE KPOBOTEUYECHHUs, CUHAKU Ha KOXKe. bosiee Tskenoe TeueHue re-
MOpPpParuyecKoro Iuare3a OTMEYaeTCs BO BpEeMs WM BCKOPE IOCIE NEPEHECEHHBIX
MHPEKIMOHHBIX 3a0oneBanuil. Hanbosee BEpOSATHBIM IMyCKOBBIM MEXaHU3MOM KpO-
BOTE€UEHUs] Ha (OHE MHPEKLUUU SIBISETCS HapyIIEHHWE MPOHHUIIAEMOCTH COCYIOB.
BenencrBue 3TOro mosBIAIOTCA CAMOIPOU3BOJIBHBIE KPOBOTCUYEHUS IUAIIECIE3HOTO
TUIIA.

Tabauua 12.
Tunwl 6one3nu Bunneopanoa

Tun Tun HacaenoBaHus BbipaxkeHHOCTb KINHHYe-
CKHUX NPOSIBJICHUM

I AyTOCOMHO — Pasznuynas ot cnabo Beipa-
JIOMHUHAHTHBIN YKEHHOM 10 YMEPEHHOU

IHA AyTOCOMHO — Paznuynas
JIOMUHAHTHBIN

1]=] AyTOCOMHO — Paznuunas
JIOMUHAHTHBIN

1C AyTOCOMHO — BapuabenbHas, oT ymepeH-
pPELMCCUBHBIN HOU JI0 TSIKEJION

Il AyTOCOMHO — Tsxenas popma
PELMCCUBHBIN 3a00JIeBaHMS

TpomOonuTapHas AyYTOCOMHO — Bapuabenbnas

6osie3Hp BunneOpanma JIOMUHAHTHBIN

146




Tabuuya. 13 .
Ilepecmompennan mexncOyHapoOHbIM 00ULECIEOM RO UYUEHUI) MPOMDOO308
u cemocmasa Kaiaccuguxayusn oone3nu Bunneopanoa (1994)

Tunbi XapakTepHble 0CO0€HHOCTH

1 Yactuunelil neguut @akropa Buinedbpanna

2A ®akrop Buinebpanga ¢ yTpaToll BBICOKOMOJIEKYJSIPHBIX MYJIBTUMEPOB U
00yCJIOBJIEHHOE 3TUM CHUKE€HUE (DYHKIIMHU TPOMOOIIMTOB

2B ®akrop Bunebpanna ¢ yTpaToil BBICOKOMOJEKYJISPHBIX MYJIbTUMEPOB B
CBSI3U C BBICOKOH aPHHHOCTHIO K TpOMOOIIMTApHOMY TIUKONpoTenny Ib

M ®akrop Bunnebpanna ¢ coxpaHEHHBIMU BBICOKOMOJEKYJISIPHBIMU MYJIbTH-
MepamH, HO CO CHI>KEHHOM (yHKIMEeH TPOMOOIIMTOB

2N ®akrop Bunnebpanna co cHmkeHHOM adduHHOCTBIO K Qakropy VIII

3 Tsoxenbrit neguut gpakropa Bunnebpanna

['eMaTOMBI — KPOBOMBIUSHHS B TOJKOXKHYIO KJIETYATKYy M MBIIICYHBIC TKAHH
HAOJIFOTAFOTCS MPEUMYIIIECTBEHHO TIOCIIE TPAaBM y OOJBHBIX C TSOKEIBIMH (OpMaMU
3a00J1eBaHUSI.

[Tpu Gone3nu BuiieOpanaa remopparuueckuii CHHIPOM TMPOSBIISIETCS HE BCe-
r71a, Mepuoibl OOOCTPEHHUS YEPENYIOTCA C MEPUOJAMH MOJTHOTO WM MOYTH MOJIHOTO
OTCYTCTBHUSI reMopparuii. ¥ HEKOTOPHIX MalueHTOB Ooisie3Hb Buinebpanma MoxkeT
COUYETAThCS C MPHU3HAKAMHU ME3CHXUMAJIbHOMN NUCIUIA3UH: TOBBIIIIEHHOW PaCTKUMO-
CTBIO KOXH, CI1a00CThIO CBA30K C MOBBIIMICHHON MOJBUKHOCTHIO CYCTaBOB, MPOJIA0U-
pOBaHUEM CTBOPOK KJIAIIAHOB CEp/Iia.

AyTOCOMHBIN THI HaclieqoBaHUS 00YCIOBJIMBAECT OJUHAKOBYIO YacCTOTY BO3-
HUKHOBeHUs Ooje3Hn BuimeOpaHaa y manyueHToB 00O0MX TOJIOB. Y >KCHIIUH BCIIS/I-
CTBUE OCOOCHHOCTEN (PU3MOJOTUYECKOTO CTPOSHUSI OPraHU3Ma, CBA3aHHBIX C PEMpo-
TYKTUBHOUM (QyHKIIMEH, HaOmonaeTcs 0ojiee 4acToe MPOSIBICHUE TeMOPParnuecKux
cumntoMoB. Okoso 65 % xeHImuH ¢ 60Je3HpI0 Buinebpania cTpagaroT MEHOpparu-
amu (Casonato A., et al.,, 2002). PemuauBupyroimpue MaTO4YHbIC KPOBOTCUCHHS,
npoaoskatomuecs oonee 10 qHEH, COMPOBOKIAOTCS NOCTTEMOPPArHuecKor aHEM U-
78

Kenynodno-kuieyHple KPOBOTEUCHHSI Y TTAIIUEHTOB ¢ 00Je3HpI0 BuiieOpan-
7a He SBISIIOTCS npeobnagaromieit Gopmoit KpoBoTOUMBOCTH. OHU MOTYT OBITH BBI-
3BaHBI MPUEMOM TPENapaToOB, BIUSIONINX HA arperamuio TPOMOOIIUTOB (areTHIICATH-
[IUJIOBasl KUCJIOTAa W JPYrUe HECTEPOUIHBIC MPOTHBOBOCHAIMTEIBHBIE CPEICTBA).
Kpome Toro, ucToyHMKaMu KPOBOTEUEHUH SIBIISIOTCS JIATCHTHBIE SI3BBI JKETy/Ka U
JBEHAIATUTICPCTHON KUIIKH, TAK)KE SPO3UBHBIE TACTPUTHI, TEMOPPOHUIATTLHBIC Y3IThI.
VY manueHToB ¢ 60je3HBIO BrumeOpanma MOTryT OBITh IITUTETBHBICE KPOBOTCUCHUS
MIPY OTIepalUsX, Y KEHIIHH — BO BpeMs posioB. Possl y skeHIuH ¢ 6one3nsto Bue-
OpaHna CBSI3aHBI C PUCKOM BO3HWKHOBEHHS 3HAYMTEIBHOW KpOBOMOTEpH. Y OO0Ib-
IITTHCTBA TAIUEHTOB CO CPEAHETSHKENION U JieTkuMu (popmamu 3a001€BaHUS BO BpeMsi
o6epemenHoctu ypoBeHb (paktopa VIII moBbimaercs B 2-3 pa3za u JOoCTHraeT HOP-
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MaJIbHBIX 3HAUEHUM, OJHAKO B MOCJIEPOJIOBOM IMEPUOAE BO3BPAIIACTCS K UCXOJTHOMY
YPOBHIO.

I'emapTtpo3 — Hanbosee penkoe mposBieHue Oone3Hu Bumnebpanma, xapak-
TepHOe JJ1s 3a00seBanus 3-To Tuna. Eciu remapTpo3 BO3HUK MOCIE TPABMbI, HYKHO
WCKJIFOYUThH JIOTIOJIHUTENIbHBIC TOBPEXKICHUS (BHYTPUCYCTABHOU IEpPEIOM, OTPHIB
MBIIIENKa, YIIeMJIeHue TKaHel). PeruauBupyroiiyue reMapTpo3bl BhI3BIBAIOT XPOHU-
yeckuil cMHOBUT. Ha cTtaguu cMHOBUTA CUHOBHAIbHAsA 000J04Ka rUunepTpodupyercs
Y CTAaHOBUTCS OCHOBHBIM MCTOYHMKOM KPOBOM3IIUSIHUA B cycTaB. [Ipu ocTpom cuHO-
BUTE TE€MaPTPO3bl MOTYT PEIUIMBUPOBATH, HECMOTPsI Ha TpaHchy3uu pakropa cBep-
teiBaHust VIII, uyTo 00ycCIOBIEHO BOCHAIUTENHHBIM MPOIECCOM B CHHOBUAIBLHOMU
ob6omouke. [Ipu XpoHMYECKOM CUHOBUTE OOJIEBOWM CHHJIPOM MOXET OTCYTCTBOBATh,
MOCKOJIBKY pa3pyllieHa Karcyla cycrtaBa. B otnuuue oT remodunuu npu OOJE3HU
Buine6panaa, kak mpaBuiio, He HaOMIOJAETCs MaJbHEUIIIETO MPOrpecCUpoOBaHuUs Ma-
TOJIOTHYECKOTO MpoIecca U pa3BUTHS AeHOPMUPYIOIIETO OCTE0apTPO3a.

KpoBouznusinvs B rOJOBHOW M CIIMHHOM MO3T M MX O0OJIOUKM TNpU OOJIe3HU
Bunne6panga oObIYHO BO3HUKAIOT B CBSI3M C TPaBMOW. B OTHeNbHBIX ciydasx Mpu-
YUHOM TaKUX KPOBOMBIUSHUN MOXET OBITh TUIIEPTOHUYECKUI KPU3 WU MPHUEM Tpe-
napaToB, 3HAYUTEIBHO HAPYIIAIOMIUX TeMOCTATHYECKYI0 (YHKIIUIO TPOMOOIIMTOB
(ameTuncanuIUIOBas KACI0Ta, OyTaIuoH U JIp.).

VYyuThIBass ayTOCOMHO-JIOMHHAHTHBIN TUIT HACJIEAOBAaHUS, TEHETUUECKUN PUCK
IU1s1 TOTOMCTBA cocTaBisieT 50 % He3aBUCUMO OT MoJia MJ101a

Jnarsocrrka

1. Ayrocomuo-nomuHantHoe (tunsl |, 1A, 1B, TpomOonmTapHbIif) Ui ayTo-
comuo-peneccuBHoe (I1C, 1ll) HacnmenoBanue 3a6oneBaHus.

2. MUKpOIUPKYIATOPHBIN (TIpH JIETKUX (opMax) WM MUKPOLUHUPKYIITOPHO —
reMaTOMHBIH (Tipy OoJiee TSXKENbIX PopMax) TUIl KPOBOTOUHUBOCTH.

3. Y anvuHeHune BpeMEHU KPOBOTECUEHHUS

4. CHWXEHHE PUCTOUETUH (PUCTOMULMH) — HWHAYLUPOBAHHON arperamnuu
TPOMOOIIMTOB.

5. CHIXeHHne aKTHBHOCTH B IIa3Me KpoBH (akTopa Buiebpanna.

6. CHIKEHHUE YpOBHS aHTHIEHA, CBA3aHHOTO c (akrtopom BuneOpanma, B
J1a3Me U TpoMOOIUTaX.

7. Camxkenne aktuBHOCTH (hakTopa VIII:C; nHaubonee BbIpakeHHOE TIPH TPETh-
eM tune. [Ipu qoOaBieHUN CBEKE3aMOPOKEHHOM IMJ1a3Mbl, KPUONIPELUUNUTATA HACTY-
MaeT HopMaIu3alus moKa3aTesl.

8. CHmxeHue koarynssHTHOM akTuBHOCTH (pakTopa VIII:K (mpu BeIpaskeHHOU
M3MEHYHUBOCTH ATOTO TMOKAa3aTelsa). DTOT CABUT yCTpPAHSAETCS TPaHCHY3USIMHU CBEXKe-
3aMOPOKEHHOM TJIa3Mbl UM KPUONIPELUNUTATA.

9. YacTtoe HapylieHUE aAre3unu TPOMOOLUTOB K CTEKIY, MPU HOPMAaJIbHBIX IO-
Kazaremnsix arperanuu TpomOouutoB non BiausiuueMm AJID, anpenanuna, apaxugoHO-
BOW KHCIIOTHI.

Jleuenue 6osie3nn BuineOpanna
[Ipr OTCYTCTBHHM COBPEMEHHBIX IPENapaToB BO3MOXKHO JICUCHHUE AHTHUTEMO-
dwipHOM T1asmoit u kpuonpenunutatoM (Nichols W.C., Ginsburg D., 1997; Nillson
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[.M. 1984). Onnoxparusie Tpanchysuu [1C3 wimm kpuonpenumnurata B 103¢ 15 M
(ex.) Ha 1 Kr Macchl Tesla 0OJBHOTO MOBBIIIAIOT K KOHITY NEPBBIX CYTOK ypoBeHb VI
daktopa moutu A0 100%, mocie dero, KoHieHTpanus ero Beime 50% camomnoaaep-
*uBaetcs B TeueHue 24 — 48 yacoB. OgHako KOHIIEHTpalus camoro (pakropa Bumie-
OpaHJa CHM)KAETCsl paHbLIE, BCJIEICTBUE YEro TPOMOOIIMTAPHO — COCYAUCTBIA IreMo-
cTa3 BHOBb Hapymaercs npu eimie BbicokoMm ypoBHe VIII:K B mmasme (Furlan M., et
al., 1996; Mannucci P.M., 2001). [Toatomy npu JaHHOM 3a00JI€BaHUH TPAHC(PY3UOH-
Has Tepamnus OoJjiee CTOWKO W HaJAEKHO Mojaep:kuBaeT ypoBeHb (aktopa VI u
MPEeJOTBPAIIAECT MOCIECONEPAMOHHbBIE KPOBOTEUEHUS, YEM KYHHUPYET reMOopparuu
mukpormpkyistopHoro tuna (bapkaran 3.C., 1988; Mannucci P.M., et al., 2002).

BricokoouuiiieHHbIEe, TOABEPIIINECS TBOWHOW BUPYCUHAKTUBAIIMKM KOHIICHTpa-
Tol VIII (hakTOpa MOryT UCIONB30BATHCS KaK JJIs JiedeHUs: reMmodunuu A, Tak u 0o-
ne3uu Bumteopanga (Menache D., et al., 1996). K takum mpenapataM OTHOCSATCS :
"Koate - DVI"; "Koate HP” (Bayer); “Immunate”(Baxter); "®akrop VIII — 1Y " (BPL,
Awnrnus); "Haemate P/HC” (Aventis Behring); "Octanate”(Octapharma) u mp.

[Mpenapat Wilate (Octapharma) pa3pabotaH cnienuaibHO Jis JieUeHUs: 60Je3-
Hu BuseOpanna u conepxxut VWF/VIII:C B otHOmenuu 1:1.

dopmyiia pacuera pa3oBoit 10361 (X) dakropa VIII:C/ VWF (ME):

X=M(L-P)0,5;

rae M — Macca Tena manuenTa, Kr; L — jxenaemblil ypoBeHb (pakTopa B Ia3zme
namuenTa,%; P — ucxomaHslil ypoBeHb (hakTopa y MalueHTa 10 BBEICHUS Mpenapara;
ME — mexxayHaponnas enuHuila pakTopa CBEpThIBAHUS KPOBH.

B ciyyae BOZBHMKHOBEHHUsI KPOBOTEUEHHUS MallMeHTaM ¢ 0oJie3Hbto Buneopan-
7la BHE 3aBUCHUMOCTH OT JaOOpaTOPHBIX JAaHHBIX Ha3HA4YalOT KOHIICHTPATHI (hakTopa
VIl ¢ VWF B no3e 25 ME/kr maccel Tena (Ilporokon nedenus 6one3nu Bumiebpan-
na, 2008). ITpu OodBIIMX XUPYPTUYECKUX BMENIATEILCTBAX ATOT IpernapaT Ha3Hayva-
ercs B 1o3¢ 50 — 100 exn./ Kr oguH pa3 B ICHb WK Yepe3 JACHb, B JaJIbHEHIIIEM TO/I-
JepKuBaroliasi Tepanusi B TeueHue 10 mHeH; mpu ManblX XUPYPru4ecKUX BMela-
TENbCTBAX, BKIIIOYas yaaneHue 3yooB B go3e — 30 — 70 en./ kr oguH pa3 B AeHb WU
yepes JAEHb, ¢ MOCIEAYIOUIEN MOIICPKKON B TEUCHUE 5 JHEW; NPU MEHOpPpArusx y
neBodek B o3¢ 20 — 70 ex./kr yepes AeHb 10 OKOHYAHUSI MECSIYHBIX (OJHOBPEMEHHO
C TPAaHEKCAMOBOM KHCIIOTOM, 3CTpPOreHaMH, aMUHOKanpoHOoBoM kuciortoi) (IIpoto-
KOJI JiedeHust Oone3nn BuieOpanna, 2008).

s nedyenust Oosie3Hu BueOpaHa ucnosib3yercs BHYTPUBEHHOE, MOIKOXK-
HO€ WJIM MHTPaHa3aJIbHOE BBEJAECHUE CUHTETUYECKOTO MPOU3BOAHOIO TOPMOHA Ba30-
npeccuna (npermaparel DDAV, necmonpeccun, antuauypetud SD, Emozint u np.).
Breimyckarotest onn B ammynax mo 4, 20 u 40 mxr/ mu (mpoGHas go3a — 4 wkr / 0,5
MJI), ¥ BBOJSITCS BHYTPUBEHHO KameIbHO WIM MOAKOXHO u3 pacyeta 0,3 MKI/Kr mac-
Chl Tena (IpW BHYTPUBEHHOM KameibHOM BBelneHuH 3a 15 — 30 munyt). MuTpa-
Ha3aJbHO 3TH Tpemnapatsl BBoAATCA B g03¢ 300 mkr. Ilpenapar a¢ddexktuBer B 70 —
80% ciyuaeB gaHHOro 3a0osieBanusi, HO He 3¢ dekTuBeH npu O6one3Hn Bumnedbpanna
Il Tuma, a tak xe mpu |IB Tume, nmpu KOTOpoM MOXKET yCyryOUTh TPOMOOIMTOTIE-
Huto. [locne BHYTPHUBEHHOTO BBEACHMS JECMONPECCHHA IeMOCTAaTHYECKUH 3(PexT

149



HACTYMaeT B cpeaHeM uepe3 30 MUHYT, a TOcje MOAKOXKHOTO WM WHTPAaHA3aJIbHOTO
yepe3 60 munyT (bapkaran 3.C., 1988).

Kpome renetnuecku oOycnoBieHHbIX popm Oone3nu Bunmnebpanaa, paziauda-
10T HEKOTOPbIE BTOPUYHBIC (CHMIITOMATHYECKHUE) BapUAHThI CHIKEHHUST YPOBHS (pak-
Topa BuneOpanna B kpoBu — B ¢Bs3u ¢ H anTHreHoM nipu rpymnme kposu 0, Hapyiie-
HUSX TOPMOHAJIBHOTO CTAaTyca y JKEHIIWH, MPU CTpeccoBbIX peaknusx (bapkaraxn
3.C., 2005).

I'emodpuiausa C (PTA - HeI0OCTATOYHOCTD)

HNedunut pakropa X| — penkas HacaeCTBEHHAs KOaryJjonatus, 00yclIOBIIeH-
Hasi JeQUIMTOM «IUIA3MEHHOIO TpEIIeCTBeHHUKAa TpombOoruiactiuHay (Plasma
Thromboplastin Antecedent - PTA), kotopomy 65sL1 ipricBoeH Homep XI (Rapaport
S.J., et. al,, 1961). Hacnenyercs PTA — HE1OCTaTOYHOCTh ayTOCOMHO-PEIIECCUBHO, B
CBSI3M C Y€M STHUM T'€MOPparnuecKuM TuaTe30M OOJEIOT jmia oboero mona. Pazmm-
YalT JIATCHTHYIO, MaJIyi0 U BbIpaxeHHYIO (opmy Oonesnu (Muis W.A., Ratnoff
O.D., 1974; Leiba H., Ramot B., Many A. 1965; Feldman P.A., 1995). Ilpu nepBoii
(6omee 50% Bcex OOTBHBIX) KPOBOTEUCHHUS M3PEIKa BOSHUKAIOT JIMIIb MPU OOJIBIINX
TpaBMax M ornepanusx. Y OOJbHBIX JIErKOd (hOpMON CIIOHTaHHAs KPOBOTOUYMBOCTH
OTCYTCTBYET, HO BO3HUKAIOT KPOBOTEUEHHUS MPU TPaBMaX U XUPYPrUYECKUX BMeEIIa-
TenbeTBaxX. st BeIpaxkeHHOM (hopMBbl OOJIE3HU XapaKTEepHbI KaK CIIOHTaHHAsI KPOBO-
TOYMBOCTb, TaK U OOWJIbHBIE KPOBOTEUEHHUSI MPU XUPYPrUUYECKUX BMEIIATEIIbCTBAX.
Jlnst moctanoBkH auarHo3a remopuinuu C HeoOX0UMO KOJIHMYECTBEHHOE OIpejierie-
aue Xl daxropa. Jlna nedenns remoduwinu C UCHONB3YIOT CBEXKE3aMOPOKCHHYIO
WIH CYyXYIO IOHOPCKYIO miua3Mmy. KymupoBanue u ObICTpast OCTAaHOBKA KPOBOTEUYECHUS
JIOCTUTAIOTCS TaK)KE€ BHYTPUBEHHBIMH BBEJICHUSIMH pekoMOuHaHTHOTO dakTopa Vlla.
Konnentpatst X| dakTopa cTanm npuMEHSATHCS TOJIBKO B MOCIIEIHEE BPEMSI.

Hepuuur ¢paxropa XIII

B 1960 r. Duckert u coaBT. BriepBbI€ BBISIBIIIN 2 OpaTheB C TSXKETBIM TeMOppa-
TUYCCKUM JTHATe30M, 00YCIIOBICHHBIM HaCJICACTBEHHBIM Jeduiurom GudbpuHCTAOU-
musupyromiero ¢gakropa (pakrop XIII, mrazmennas TpancrayramuHasza). B mocieny-
IONME TOABI TIOSBWIICS PsiJl JIPYTUX ONMUCAHWUN aHAIOTMYHBIX OonbHBIX. Walls,
Losowski (1968) cumraror, uTto paccMmaTpuBaeMas 0OJie3Hb, OCOOCHHO €€ JICTKHE
dbopMbI, pactipocTpaHeHa 0oJiee 3HAYUTENHHO, YEM JTyMAOT, HO BO MHOTHX CITydasx
HE PACMO3HAETCsI, MOCKOJIBKY BCE MapameTpbl KOAryJlorpaMMbl, KPOME CHWKCHHS
ypoBHs ¢akTopa XIII B mia3me, ocraroTcst coBepiieHHO HopMaasHbiMu (IChinose A.,
2001). Bone3np HaciemyeTcss ayTOCOMHO 110 HEMOJHOMY PEIIECCUBHOMY THITY — Y TO-
MO3UTOTOB ypoBeHb (akTopa XIII 0ObryHO HIKE 5% U 3a00eBaHUE MPOTEKAET TH-
KEJO, HO W y TETEPO3UTOTOB YACTHl JIETKHE U CPEAHETSHKEIIbIe TeMOpPparuvdecKue
nposiBieHus. CaMmblid yacTbld U Haubosiee paHHUM npu3Hak Aedunuta GudpuHcTadU-
JTU3UpYIolero pakTopa, HaOIIOIAOMIUICS TOYTH Y BCeX OOJIbHBIX — MEAJICHHOE 3a-
KUBJICHUE ITYIIOYHOW PaHKA W KPOBOTCUCHHS W3 HEE HA TMPOTSHKCHUHM TEPBHIX 3
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Heaens xu3nu (bapkaran J1.3., Apxunos b.®., 1980; Fair D., et al., 1983). YmOunu-
KaJbHBbIE KPOBOTECUEHHsI 4acTO OBIBAIOT HACTOJIBKO YIMOPHBIMH M OOWMIBHBIMH, YTO
TpeOyIoT TpaHc(hy3uOHHOU Tepanuu. [IyrnoyHslii CHHAPOM MPU HOPMAJbHBIX MMOKA3a-
HUSX OOLIMX KOAryJSIIIMOHHBIX TECTOB (BpeMsl CBEPTHIBAHUS KPOBU, KaOTWHKe]anm-
HOBOE BpeMs, ayTOKOaryJorpaMMa, NpoTpoOMOMHOBOE U TPOMOMHOBOE BPEMSI) MPSIMO
yKa3bIBaeT Ha HeoOXxomuMocTh uccienaoBanus (akxropa XIII (Castle S., Board P.G.,
Anderson R.A.M., 1981). Bropas 4acras u BechbMa ONAacHas rpymma reMopparui —
KPOBOUBIHUSHUS B MO3T M €r0 00OJIOUKH MPHU POXKICHUU WIH B TEUECHHE TIEPBOTO TOJa
ku3HU. OHU PETUCTPUPYIOTCS MOYTH y TTOJOBUHBI OOJBHBIX, CKIIOHHBI K PEIlUINBH-
POBaHHUIO U CIIY)KAaT OJTHOW W3 TJIABHBIX MPUYMH CMEPTH M TSIKEION MHBATUIN3AIUN
6onpHBIX. HOTA 1IepebpanbHble TeMOPpPAru MPHUBOIAT K Pa3BUTHIO JHKEKCOHOB-
ckoif armunencu. CpaBHUTENHFHO PaHO MOTYT BO3HUKATH JKEITYJOYHOKHUIIIEYHBIE KPO-
BOTEUCHUS, MAKPOTeMaTypHs © KPOBOUBIHUSHUS B OPIOITHYIO TIOJIOCTh, HO OHU Ooiee
pPEeIKH M MEHee OIMAacHBI, UeM BHyTpUUepernHbie reMopparuu. llocnennee Bpems e-
YeHHE TeMOpPParnyecKoro CHHIApOMA MPHU JaHHON MaTOJOTHUU MPOBOIUTCS KOHIICH-
tpatoMm (akropa XIII (bapkaran 3.C., 2005; Kobayashi T., et al. 1990; Karges H.,
Metzner H., 1996).

Hepunut ¢paxropa XII (nedpext Xaremana)

DTO peakoe HapylIeHHE KOaryJsIIuOHHOTO I'eéMOCTa3a, XapaKTepHU3yeTcsl 3Ha-
YUTEJbHBIM CHI)KEHHEM aKTHBHOCTH IMYCKOBOTO (PaKTOpa BHYTPEHHETO MEXaHH3Ma
cBepThiBanus kpoBH — (paktopa XII. dakrop XII (dhakTop Xaremana) — cuaJOTINKO-
npoTeuH (MoJieKyJsipHas macca okosao 82000), aKTUBUPYIOLIUICS KOJIAar€HOM, KOH-
TAKTOM CO CTEKJIOM, KAOJMHOM U JPYTHUMH UYKEPOJIHBIMHU MMOBEPXHOCTAMHU, 3JIJIAro-
BOI KHCIIOTOM, aAPEHATMHOM U PSAJIOM MPOTEOTUTUYECKUX (PEPMEHTOB (B TOM UHCIIE
1a3MUHOM, KayummkpenHoM u daktopom XI). B cBoro ouepens daktop Xaremana
ABJISIETCS. €CTECTBEHHBIM aKTUBATOPOM HE TOJIbKO CBEPTHIBAIOILICH, HO U KAJJTUKpE-
WHKMHUHOBOW U (pubpmHONMMTHUECKOW cucteM. B OonpmmHCTBE citydaeB nedexT
XaremaHa HaclIeIyeTcsi MO PelEeCCUBHO-ayTOCOMHOMY TUMy. OJHAKO B HEKOTOPBIX
CEMBSX BBISIBJICHO ayTOCOMHO-IOMHHAHTHOE HacieaoBaHue. Buammo, cunTte3 dak-
topa XII KOHTponupyeTcs IByMsi ayTOCOMHBIMH reHaMu (OMMOJanbHBIA THUI HACIIe-
nosanwus). [Ipu nedpurnure gakropa XII orcyrcTBYIOT Kakue nuO0 reMopparudeckue
SABJICHUSI (HE TOJBKO CIIOHTAHHbBIEC, HO U MPHU TpaBMax M OMEpalusax), HECMOTPs Ha
BBIPOKEHHOE Y/NIMHEHNWE BPEMEHH CBEPThIBaHUS KpoBU — 10 30 MuH u Oonee. [Ipu
nepunure paxropa XII HapymaeTcs akTUBaNUs psAsla MPOTHBOCBEPTHIBAIOIINX MeXa-
HU3MOB, B YaCTHOCTH (HPUOPHMHOIUTHYECKON CUCTEMBI, B CBSI3M C YE€M IMPOWCXOIUT
(GyHKIIMOHAIBHAST KOMITCHCAIIMSI BBI3BIBAEMOU ITHM JASHUIIUTOM THIOKOATYISIITUU
(Mamaes A.H., 2012).

Hacuaencrsennslii gepuuur ¢paxropa X (0ose3ub CTroapra-Ilpayspa)

CymectBoBanue dakropa X ¥ €ro HACJISACTBEHHOTO Je(UITNTa BIIEPBBIC TOKA-
3aiu Telfer u coast. (1956) u Hougie u coast. (1957), BbIABUBIINE B 2 CEMBSIX
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(ITpayspa u CrroapTta) 3TOT paHee HE U3BECTHBIA reMopparniyeckuil quate3. bonesHn
Crroapra-Ilpayspa — 310 penkoe 3aboneBaHuE, HACIEIyEMOE MO HEMOIHOMY ayTo-
COMHOPELECCUBHOMY THUNY. B0O3MOXKHBI Kak O4eHb TsKenble (opMbl (Y TOMO3HUIO-
TOB), TaK W JIETKUE U JIATEHTHBIE pasHOBUIHOCTH (y rerepo3uroroB) (bapkaran 3.C.,
U coaBT., 1965). [Ipu odens TsxenbIX popMax KoHIEeHTparus pakrtopa X B MjiazmMe
He pocturaet 1%, npu TspKenbIX HaxoauTes B mpeaenax | — 2%, cpeaHeTs Kenplx —
oT 2 10 5%, npu nerkux — ot 5 710 10%, npu narentHbix — 10% u Bhiie. KoHieH-
Tpauuto ¢akropa X, paBHyto 10%, cUMTatOT MUHUMAIbHO AOCTATOYHOM AJIA MOJIHO-
LEHHOT0 reMocTa3a. Ecnu konnuecTBo pakropa X onpeAenuTb Helb3s, TO OPUEHTH-
POBOYHOE CYKJEHHUE O ero Je(UIMTe MOKHO COCTABUTH MO YAJIUHEHUIO IPOTPOMOU-
HOBOT'O BpeMeHU: Ipu ypoBHE (hakTopa X MeHee 1% 3ToT nokazartens npesbimaer 90
¢, pu ypoBHe ot 1 g0 2% cocrasinser 70-90 c, ot 2 no 5% — 40-70 c, ot 5 no0 10% —
15-40 ¢ (mopma 12-14 c) (Fair D., et al., 1981). [Ipu ouens Tsxenoi Gopme Ooe3Hu
reMopparuy BO3HUKaIOT B paHHEM JIETCKOM BO3pAaCTe, YacTO YK€ MPU POKICHUU WUITU
B TIEPBBIC MECSIIbI KU3HHU, U OOBIYHO OBICTPO MPUBOJAAT K cMepTH. HemocpeacTBeH-
HOM MPUYHHONW CMEPTH CIYXaT KedaaoreMaToMbl, MTOBTOPSIOMINECS KPOBOU3IUSIHUS
B MO3T' U Tpo(y3HbIE KeNyA0YHO-KUIIeUHble KpoBoTeueHus. [lpu Tsoxensix popmax
00JIE3HU TeMOpparui BO3HUKAIOT HECKOJIBKO TMO3KE U HE CTAHOBSITCSA KaTacTpodoil.
YacTbl meTexuaabHO-TSTHUCThIE KPOBOM3IUSHUA B KOXY, MOJKOXKHBIE I'€MaTOMBI,
OOUJIbHBIE U JUTUTENbHBIE HOCOBBIE U JIECHEBBIE KPOBOTEUEHHSI U OCOOCHHO U3HYpS-
IOI[UE MEHO- U METpopparuu. Xupypruieckue BMemaTeabcTBa (0T yaaneHus 3y00B
710 TIOJIOCTHBIX OIepaiuii), poJbl U a0OPThl CONMPOBOXKAAIOTCS MPOdY3HBIMHU, YTPO-
KAIOUTUMU KU3HU OOJIBHBIX KPOBOTEUCHUSIMU. BHYTpUMBIIIIEYHbIE KPOBOUBIUSIHUS U
reMapTpo3bl KpaiiHe peaku. [Ipu cpenHersokenon 0ojie3HU Hanbosiee BhIpaKeHbl Ma-
TOYHBIE, HOCOBBIE U JICCHEBBIE KPOBOTCUECHHS, TEMOPpPAruil B KOXY, KPOBOTEUCHUS
npu TpaBMax u omepanusx. Jlerkas gopma He JaeT CTONb BBIPAKEHHOW CHMITOMAa-
TUKH, HO BCE K€ YaCThl MEHOPpPAruu, KPOBOTEUEHUS BO BpEMs POJIOB U IIPHU XUPYP-
TMYECKUX BMeIaTenbcTBaxX. [lepruonnyeckn BO3HHUKAIOT U OeCpUYMHHBIE HOCOBBIC
KkpoBoTeueHus. Jlerkas gopma Ooe3HU MMEET JJIUTEIbHBIE TIPOMEXKYTKH Oe3 Ka-
KUX-THOO TeMOpparui.

Hepunur ¢paxropa VIl (HaciaeacTBeHHAsi TMIIONPOKOHBEPTUHEMUS )

3aboneBanue BriepBble onucanu B 1951 r. Alexander u coaBTOphl. DTO €aUH-
CTBEHHBIN TeMOppParnuecKuii quaTe3 ¢ U30JUPOBAHHBIM yIJTUHEHUEM TPOTPOMONHO-
BOI'0 BPEMEHHU (CHIKEHHE MPOTPOMOMHOBOTO MHJAEKCA) MpHU abCOIOTHO HOpPMallb-
HBIX ITOKA3aTesIsX BCEX OCTANBHBIX KoaryasanuoHHbIX TecToB (Owen C., 1964). dak-
top VII mpuHagnexut K CUHTE3UpyeMbIM B renarouutax K-BUTaMHHO3aBUCHMBIM
daktopaMm. Ero ¢yHKIMS COCTOMT B TOM, YTO MPHU B3aUMOJAECHCTBUU C TKAHEBBIM
TPOMOOIIACTUHOM OH 00pa3yeT OBICTPOACHCTBYIOIIMNI «BHEUTHUN» aKTUBATOpP (Pak-
topa X. Ha momto gedurura dakropa VII mpuxoautcs ot 0,2 1o 1% Bcex Hacnen-
cTBeHHBIX Koaryiomaruii (Borensztajn K., et al.,, 2003). B GonbpmmHCTBE Cciiy4yacB
neduut daxropa VII HacnenyeTcss ayTOCOMHO MO HEMOJHOMY PELIECCUBHOMY THITY.
Knunndecku BoipaxkeHHast Gpopma 3abosieBaHus ¢ ypoBHeM (aktopa VII B mnazme
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HKe 5% HaOIo1aeTcss y BCeX TOMO3UIOT, Y HUX MpeobiiafaeT Tsbkenas gopma c
ypoBHeM ¢akTtopa VII Huxe 1-2%. Y retepo3uroT nposiBICHUsS STON MaTOJIOTUHU Ba-
PBUPYIOT OT JATEHTHBIX (HOPM 10 HOPM CO CPEIHETSIKENBIM WM JIETKUM reMOopparu-
4ecKkuM cuHapoMoM (ypoBeHb (aktopa VII B mmasme — 3-15%). Madder V.J.,
Shulman N.K., 1965.

Knunuxa. Tsxenas ¢opma 0o0yie3HH XapaKTepU3yeTCs MUKPOLUPKYIATOP-
HO-T€MaTOMHOM KPOBOTOYMBOCTBHIO, TPUYEM KPOBOTECUEHHUSI YACTO BBISIBIISIOTCS YKE
pU pOXKACHUU (TE€MATOMBI, KPOBOIOJTEKH, MYMOYHBIE M >KETYJAOYHO-KUIICYHBIC
KPOBOTEUEHHS ) TMO0 Ha MPOTSHKEHUU MEPBBIX 2 JieT xKu3HU. [lo3ke K JaHHBIM sIBJIe-
HUSM J00aBJISIIOTCS KPOBOWBJIMSIHUS B MBIIIIBI U CYCTaBbl, B MO3T, EIyA04-
HO-KUIIIEYHBIE KPOBOTEUYCHUS, a TakKe OOwWIbHbIe, jusniuecs mo 10-20 guei, me-
HOpparuu. TUNMMYHBI TAaKXKE JUTUTENIBLHBIE U OOUJIbHBIC KPOBOTEUEHUSI TIPU TPaBMax U
onepanusax. OcTpble KPOBOU3IUSHUS B CYCTaBbl HATIOMUHAIOT TAaKOBBIE TIPU reMopu-
JIUY, HO OBIBAIOT HAMHOTO PEKE U KpaiiHe PEJKO BEIyT K OCTEoapTpO3aMm.

[Ipy rUNONPOKOHBEPTUHEMUU CpeHEN TsKecTH ypoBeHb (aktopa VII He
npeBbIaeT 5%, reMaToMbl U KPOBOUBIIUSHUS B CYCTaBbl KpailHe pejku, mpeodiiana-
I0T KPOBOTOUYHMBOCTH CHHSYKOBOTO THUIIA, KPOBOTEUECHHS MpU TpaBMax. CoxpaHsieTcs
yrpo3a OMacHbBIX JUIS )KM3HU KPOBOU3IUSHUI B MO3T.

[Tpu nerkux ¢opmax 6one3nu ypoBeHb (akrtopa VII coctaBmser 15%, xapak-
TEPHBIM TUIIOM KPOBOTEYEHUM SABIISIETCS KPOBOTOYMBOCTH CHHSIYKOBOI'O THIA, OJIHA-
KO TeMOpparuyeckue sIBIICHHUS MEHEE BBIpaXEHbl W Pa3HOOOpa3HbI, YACThl MOHO-
cuMnToMHble (GopMbl. ['Opazno peke HEMONHOIEHHOCTh TeMOCTa3a BBIABISIETCS
JUIIb TPU TpaBMax u onepanusax. [Ipu ckpeIThix popMax 001€3HH KPOBOTOUYHUBOCTD
OTCYTCTBYET, U ypoBeHb (akTopa VII B mmazme konebnercs B mpenenax ot 15 go
50%.

[IporpomMOUHOBOE BpeMsi ClieTKa YUIMHEHO JIMOO0 HaXOAUTCS B Mpeneaax HOp-
MBbI. M3penka mpu cKpbITOl (hopMe BO3HUKAIOT KPOBOTEUECHHSI TIOCIIE OOJIBIIUX TPaBM
u onepaunii. Cpear NOTOMKOB JIUI] CO CKPBITBIM HOCUTEIBCTBOM I'€HA TMITONPOKOH-
BEPTUHEMUHU BCTPEUAIOTCS OOJBHBIC C KIMHUYECKU BBIPAXKEHHBIMHU (popmMamMu Oome3-
HU, YTO TOBOPUT O HEMOJIHON PEIIECCUBHOCTH (MIPOMEKYTOYHOCTH ) 3TOrO r'eHA.

Jluaenocmuka. JIns naHHOTO 3a00J€BaHUS XAPAKTEPHBIM SIBIISIETCS U30JIUPO-
BaHHOE yIJIMHEHUE MPOTPOMOMHOBOTO BPEMEHHU MPHU HOPMAIBHBIX MOKA3aTeNIsAX 00-
IIUX KOAryJsIMOHHBIX TECTOB, HOpMaJHW3alus MPOTPOMOMHOBOrO BpemeHH. llpa-
BWJIbHBINA IMATHO3 JOCTATOYHO JIETKO MOCTABUTh MPH MOMOIIHU OIPOTPOMOUHOBOTO Te-
cta (0e3 MpHMEHEHHs CJIOKHBIX JBYXCTYNEHYAThIX MeTomauk). Mariani G., et al.,
1981.

Jleuenue. OcCTaHOBKa KPOBOTEUEHUN O0ECIEUMBAETCA MOBBIIICHUEM YPOBHS
dakropa VII B mmazme 6ompHOTO 10 15% W BBINIE TIPU CTPYWHOM TEPEITWBAHUH
TIa3Mbl B 103€ 15 MJI/KT Macchl Tena JTubo KOHIEHTpaTa (DaKTOPOB MPOTPOMOMHOBO-
ro komiuiekca. [lpu omepaTHBHBIX BMeENIATEILCTBAX HA3HAYAIOTCA KOHIEHTPATHI
(dbakTOpoB MPOTPOMOMHOBOrO KomIuiekca. Hecnenuduueckass Ttepanusi BKIIOYAET B
ce0st psall OOIIMX U JIOKAIBHBIX BO3JCHCTBUIL: TPUEM BHYTPb M OPOIIEHHUE KPOBOTO-
Yanx MOBEPXHOCTEH pacTBOPOM aMHHOKANPOHOBOW KHUCIOTHI, MECTHOE HCIIOJIb30-
BaHHE TPOMOMHA, reMOCcTaTuueckoil TyOku, nederokca. Ilpu MaTOYHBIX KpOBOTEUE-
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HUAX HA3HAYAIOT CMHTETHYECKHE FOPMOHAJIBHBIE IPOTHBO3a4aTOYHBIE IIpenapaThl B
yOBIBAIOIIMX J03aX, HaunuHas ¢ 3 — 4 TaOJETOK B JI€Hb.

Hepuumt ¢paxropa V (maparemopuins)

B 1947 r. Owren omnucain nepByro OOJbHYIO C HAcCJIE€ICTBEHHBIM JIE€PUIUTOM
¢dakTOopa CBEpPTHIBAHMS, MOJYYUBIIETO CIEAYIOIIHEe 0003HauYeHUs: JTaOWIbHBIN (ak-
TOp, Mpoakieneput, Ac-rnodynuH, ¢paktop V. @akrop V cuHTE3UpyeTcs, Kak U Ipy-
rue (axtopsl nporpomouHoBoro komiuiekca (I, VII, X), B renaromurax, HO €ero o6-
pazoBaHue He 3aBUCUT OT BUTaMuHa K. OH nabuiieH, mioxo coxpaHseTcs B KOHCEep-
BUPOBAHHOW KPOBU M IJIa3Me, MOTPEOISIETCS B MPOIECCE CBEPThIBAHUSI, YEM OTIUYA-
etcs ot aktopoB VII u X. B cBexell ChIBOPOTKE OnpenesatoTcs cieabl dhaktopa V,
a uepe3 yac xpaHenus npu 37°C stoT akTop yxe He oOHapyxkuBaercsa. Pakrop V,
kak u ¢aktop II, He copbupyercst u3 mia3mel cynbparom Oapus. Hedbunur pakropa
V Hacienyercs o ayTOCOMHO-IOMUHAHTHOMY THITY C HETIOJHON SKCITPECCUBHOCTHIO
MaTOJIOTUYECKOT0 T'eHa W 10 ayTOCOMHO-PEIECCUBHOMY. OTH JIaHHBIC CBHUCTENb-
CTBYIOT O MOJUTeHHOCTH Tmaparemoduianu. OO0 3TOM ke CBHUICTEILCTBYET OIpeje-
JIEHHasi HEOJTHOPOJHOCTh HApPYIIEHUN IeMOocCTa3a y pa3HbIX OOJIbHBIX, B YACTHOCTHU
CpaBHUTEIBHO YacToe couetanue aedunura (akropa V c yIJIUHEHHUEM BPEMEHHU
KpoBoTeueHus u aedummurom dakropa VIII (Bossone A., 2002).

BrIpakeHHOCTh reMOpparuueckoro CHHAPOMa 3aBUCUT OT CTENECHH AeuIuTa
B IJ1a3Me OOJIbHBIX (hakTopa V U COMYTCTBYIOIIMUX HAPYIIEHUN B IPYTUX 3BEHBSIX CHU-
CTeMbl reMocTasa (yAJIMHeHHs BpeMeHU KpoBoTedeHus, Aeduuurta (axropa VIII).
OTMeuaroTCsl ETEXUH, SKXUMO3bl U KPOBOTIOJATEKH, HOCOBBIE U JIECHEBBIE KPOBOTE-
YEHUsl, MEHO U METpopparuu. Bo3MOKHBI KpOBOTE€UEHHUS M3 MYMOYHOIO KaHATHKA,
KEITYTOUYHOKHUIIIEYHBIE KPOBOTCUCHUS. Y OOJBHBIX C BBIpA)KEHHBIMU (popMamu 3a00-
JIEBAHUS YaCThl ITTUTEIbHBIE KPOBOTEUEHUS MPHU yIAJICHUU 3yOOB, TOH3WILIIKTOMUU
U TOpHU MOpe3aX, HO IOJOCTHBIE OINEpPalU PEIKO OCJIOXKHSIIOTCS TeMOppParusiMH.
Haubonee Tsxenast KpOBOTOUMBOCTh HaOI01aeTCsl y OONBHBIX C ypoBHEM (hakTopa V
HuxKe 2% W TIpu codeTanuu aAeQuimTa 3Toro ¢pakropa ¢ HeJOCTATOYHOCTHIO (aKkTopa
VIl (Mazzone D., et al., 1982). Ilpu 3a0oneBaHuM CpeIHEH TSHKECTH YPOBCHB (ak-
Topa V B 1a3me coctaBiseT 2 — 6%, npu jerkoir popme Oonesnu — 6 — 16%. [lpu
0oJee BBICOKHX MOKa3zaTensiax pakropa V KPOBOTOYMBOCTH HE BOSHUKAET.

Hedbunut daktopa V, xak u 6one3ns Crtroapra-IIpayspa, compoBoxkmaercs
YAJIMHEHUEM NPOTPOMOMHOBOTO BPEMEHU U HAPYUIEHHUEM IMOKa3aHUN aKTUBHPOBAH-
HOT'O NapIUaibHOTO TPOMOOIJIACTUHOBOTO BPEMEHH, TeCTa I€Hepalny TpomMOoIia-
CTUHA U ayTOKOAryJIsiIMOHHOW NpoOkl. Bece mepedncieHHble BbIIE HAPYIIEHUs coYe-
TAIOTCS C HOPMAJIbHBIM TPOMOMHOBBIM BPEMEHEM W YCTPAHSIOTCS JOOABIEHHUEM K
HCCIIENYEMOM IUIa3ME CBEKEM HOPMAJIBHOW IIa3Mbl. B oTiamume oT 3TOro crapas
HOpMaJibHas TUIa3Ma TaKUM KOPPUTHUPYIOIIUM JEUCTBUEM HE o0naaaeT (1is mojyde-
HUSI CTapoy IUIa3Mbl €€ XpaHAT B XoJoauibHuke npu 4°C go Tex mop, Mmoka Ipo-
TPOMOMHOBOE BpeMsI €€ He YIIMHHUTCA 10 60 ¢ 1 Gosee; TaKyro IIa3My MOXKHO CUH-
TaTh MPAKTUYECKH JIMIIIEHHONW (pakTOopa V, HO coaepiKallleu ere JoOCTaTOYHOE KOJIH-
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yecTBO (aktopoB II, VII u X). /IluarHo3 yTouHSAIOT KOJIUYECTBEHHBIM ONPEIEICHUEM
¢dakropa V.

Hepuuur ¢paxropa II

3aboneBanue BCcTpedaeTcs KpaiiHe pefko. OHO 0ObeIUHSIET pa3InYHbIe MOJIe-
KyJsipable nedextsl gakropa II, mpu koTophix Oosee WM MEHEe CHUXKEHA CIOCO0-
HOCTb 3TOT0 (pakTopa TpaHCHOPMUPOBATHCS B AKTUBHBIM TPOMOUH U BBI3bIBATH CBEP-
teiBaHue kpoBu (bapkaran 3.C., Unenscon JL.U., lpiBkuna JLIL., 1975; bapkaran
3.C., 1988, 2005). Jns nedunura dakxropa Il xapakTrepHa KpOBOTOUMBOCTh CUHAYKO-
BOro Tumna. TspKeCTh reMopparuueckoro CHHIPOMa COOTBETCTBYET BBIPaKEHHOCTHU
neduruta. CaMONPOU3BOJILHBIE KPOBOTEUEHHUS PE3KO BBIPAXKEHBI MPU YpOBHE (Pak-
topa Il mo 5% (npu cpenueit Hopme 100%) (Smith L.G., Coone L.A.H., Kitchens
C.S., 1979), Ho Bo3MOXHBI U Tpu KoHueHTpamuu 10-15%. IlocTTpaBMaTnyeckue u
MOCJICOTIEPAIIMOHHBIC KPOBOTECUEHUSI HAJACKHO KYMHPYIOTCS U TPEAYIPEKIAOTCS
MpH TOBBIIICHUN KOHIIEHTpaluu nporpombuna 10 40% u 6onee (Gill F.M., Shapiro
S.S., Schwartz E., 1978).

HeognoponHnocts nedektoB MosieKymspHOoro crpoeHust ¢dakrtopa Il mpu
HACJICJICTBEHHBIX TUMO— W/WIW JUCIPOTPOMOMHEMUSX (CHIDKCHHOE COJIepKaHUE
IpOTPOMOMHA B KPOBH) OMPEIEseT HEKOTOPhIE CYIIIECTBEHHbIE pa3inyus MOKa3aHUH
OTICNIbHBIX 1a00paTOPHBIX TECTOB y pas3HbIX 00ibHBIX (Soria J., Soria C., Caen J.P.
1983). V oaHux OOJBHBIX CPABHUTEIBHO YMEPEHHO YIJIHHICTCS MPOTPOMOUHOBOE
BpeMsi, a y JPYTUX MEHEE HapyUIEHBbI TECThl, OTPAKAIOIINE BHYTPECHHUI MEXaHU3M
CBepThIBaHMS KpoBH. Hapyiienus mpoTpoMOMHOBOTO BpeMEHH, KaK U M3MEHEHHBIE
MOKAa3aHUS BCEX JPYTUX KOATYISIMOHHBIX TECTOB, HE YCTPAHSIOTCS HU CTapOU CBHIBO-
POTKOM, HM IUIa3MOM, HO KOMIICHCUPYIOTCSI CTApOM HOPMAJIbHOW Muia3mMou. [pyras
rpynmna TeCTOB, MO3BOJISIONIAs JUArHOCTUPOBaTh AepuiuT ¢akropa I, ocHoBaHna Ha
UCIIOJIb30BAaHUH 3MEUHBIX /10B. OHU MpEeBpaIaloT MPOTPOMOUH B TPOMOUH 0€3 yua-
ctus pakropoB VII, X u V cBepThiBaHus KpoBU. TaKuMU CBOMCTBAMH 00JIAAIOT SIABI
aBCTPAIIMUACKON 3MeH TaiinmaH u necyanoi 3¢ul. [Ipu gedunure nporpomOMHa BpeMs
CBEPTHIBAHMS TUIA3MBbI 1OJ] BIUSHUEM STHUX SIIOB YIJIMHACTCS, PUYEM TEM OOJIBIIIE,
yeMm 3HauuTenbHee aeGuiuT dakropa Il. [uarHo3 yTodHsieTcs: mocjae KOJIMYeCTBEH-
HOTO ompeaeneHus: ypoHs (akropa II B mimasme obGcnemyemoro OosbHOro. Takoi
MOJIXO]T TO3BOJIAET MU PEepeHIMPOBATh UCTUHHBINA NeDUIIUT U MOJIEKYJISIPHBIC aHO-
MaJliy MPOTPOMOUHA.

3aMmecTUTeNnbHAs Tepanusl TUIOTMPOTPOMONHEMHUH TPOBOAUTCS JINOO OOBIYHOM
WU CBEXKE3aMOPOKEHHOM JOHOPCKOM mia3moi, 1ubo KoHueHTparamu. [lepenusa-
HUS TUTa3MBbl UCTIONIB3YIOTCS IS TIPENYIPEXKICHAS U KYITUPOBAHUS HEOOJBITUX KPO-
BOTCUCHHM, MMPU KOTOPHIX TEMOCTa3 MOXET OBITh 0OECTICUYCH MOBHIIIICHNEM KOHIICH-
tpauuu daktopa II B mmaszme mo 15-20%. IlogaepxkuBaromue TpaHcy3uu B 103€
20—40 EJl/xr maccel Tela MOXKHO JieJlaTh OJWH pa3 B 2—4 IHS, TTOCKOJIBKY TIEPHO/T
MOJTYBBIBEICHUSI MPOTPOMOUHA B KPOBSIHOM pycie 0osibHOro paBeH 3—5 nusm. [lpe-
napatbel BuTaMrHa K mpu HAcIeJCTBEHHBIX THIIOMPOTPOMOMHEMUSX HE OKA3BIBAIOT
CKOJIbKO-HUOY/Ib 3aMETHOI'0 JCHCTBUSI W HE YJY4IIAIOT MOKa3aHW 1a00paTOpPHBIX
tectoB (Mamaes A.H., 2012).
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Hepuuut ¢paxropa I u nuchudpunHoreHeMus

BpoxnenHble U HaclieqCTBEHHble (OPMBI HEAOCTATOUYHOCTH (prOpuHOreHa
onucanbl Buepsbie B 1920 r. Cemeiinas apubpuHorenemus (oTcyrcTBue GpuOpuHOre-
Ha B IJIa3Me KPOBU) — PEIKOE 3a00JIeBaHUE, KOTOPOE HACIEAYETCS IO ayTOCOMHO-
peueccuBHoMy Tuily. [loutn Bce OosibHBIE C YPOBHEM (pUOPHUHOIEHA B IJIa3ME HUXKE
0,15 r/n (15 Mr%) — roMo3uroTsl. ¥ uxX pojautesneil 0ObIYHO OOHAPYKUBAETCS yMe-
pPEHHOE CHI)KEHHE cojiepKaHusi puOprUHOTeHa B mia3Me 0e3 Kakux-11ubo reMopparu-
yeckux npossienuii (Brennan S, et al. 2000). KposoTourBocTh npu ahuOprHOTreHE-
MUU OOBIYHO HE OYEHb PE3KO BBIPAKEHA, MHUKPOUUPKYJISITOpPHAsA. Y HEKOTOPBIX
OOJBHBIX TUIOXO 3a)KMBatOT paHbl. [Ipu apuOpuHoreHemMun Bce KOarysasiuOHHbIE Te-
CThI BBISBIISIIOT MOJTHYIO HECBEPTHIBAEMOCTh KPOBH, HO JI0Ka3aTEIbHBIM SIBJISIETCS OT-
CYTCTBHE CBEPTBHIBaHUS MpHU JA00aBICHUU TPOMOHMHA K UCCIeayeMOl pekanbuuduim-
poBaHHOM mMmia3Mme (TUia3Me C BBEJCHHBIM B HEE KajbllMe€M, NMPUHUMAIOIIUM HETO-
CPEIICTBEHHOE Yy4yacTHE B MpoIlecce CBEepThIBaHUA KpoBH). [ns uckimroueHus neit-
CTBUSl AaHTHKOATYJSHTOB, KOTOPbIE MOTYT OJIOKHMpPOBAThH J00aBIsIEMbIil U3BHE TPOM-
OuH, TPOMOMHOBYIO MPOOY MOBTOPSIOT B IBYX BapHaHTaX: ¢ 100aBICHUEM aHTaroHHU-
CTa remapuHa — NpoTaMUH-CyJb(daTa uiau noaudbpeHa u ¢ 100aBIeHUEM B UCCIEIye-
MYIO TUIa3My BBICOKOOYHINEHHOTO (prOpuHorena. Ecnu aHTaroHucTsl remnapuHa He
JUKBUJIUPYIOT HECBEPTHIBAEMOCTb, a J00aBJICHHbIH (UOPUHOTEH HOPMAIU3YeT
TPOMOMHOBOE BpeMsI MCCIEAYEeMOM IIa3Mbl, TO TOJITBEpPkKAAeTCs UarHo3 aguopu-
HOoreHeMuu. J{Jis OKOHYATENbHOTO pa3rpaHUYEHUsI a — WU TUoGUOPUHOTEHEMUN U
nuc(hUOpUHOreHEeMHUH HCIIOIB3YIOT KOJMUECTBEHHOE orpesecHue ¢puopuHorena. B
UMMYHOJIOTHYECKUX MPo0ax UCIONB3YIOT aHTU(HUOPHHOTCHOBBIE CHIBOPOTKH.

B xaxxnom ciyuyae BBISBICHHS a- WM TUIOPUOPUHOTEHEMHH Bpady CIEIyeT B
IEPBYIO OUepeb TyMaTh HE O TeHETHYECKH OOYCIOBICHHOM Jeduiure 3Toro Oenka,
a 0 0oJIee 9acTo BCTPEUAIOMIUXCS B KIIMHUYECKON MTPaKTHKE MPUOOPETECHHBIX (popMax
YKa3aHHOW MaTOJOTHH, 00ycnoBiaeHHBIX J1u00 JIBC-cunapoMoM, Tub0 mMe4eHOIHOM
natojiorueid. JIumb mpu MOJHOM OTCYTCTBMM KAaKUX-THOO KIMHUKO-Ta00paTOpPHBIX
MPU3HAKOB 3TUX CUHAPOMOB M BBI3BIBAIOIINX MX 3a00JICBAaHUN CTAHOBUTCS MPaBO-
MOYHOM NMAarHOCTHKA HACJIEICTBEHHOTO HapylleHus cuHTe3a ¢ubOpuHOoreHa. /ua-
THO3 TaKWX HACJIEICTBEHHBIX (DOPM MOATBEPKIACTCS CTAOMIBHOMU, MTOKHU3HEHHOHN He-
JI0CTaTOYHOCTHIO akTopa I, a Tarxke runodGuOpuHOreHEMUEH Y POIUTENECH U APYTUX
KPOBHBIX POJICTBEHHUKOB O0sibHOr0. KpoBoTe€ueHus: U3 CIM3UCTBIX 000JIOUEK U IO-
cie yaajleHus 3y00B OOBIYHO MPEAyNpexAaoT U KyOUPYIOT YMEPEHHBIMHU J103aMHU
aMUHOKAIPOHOBOW KHUCJIOTHI, OPOIIEHUAMHU 5%-HbIM pAacTBOPOM 3TOrO IMpernapara
KpOBOTOYAIIEH MOBEPXHOCTH, TAMIIOHAION JTyHKH 3y0a reéMOCTaTHYECKON T'yOKOH ¢
TpomOuHOM. Crenuduueckass 3aMeCTUTENIbHAS Tepamnusl IMOKa3aHa MpU OOJIBIINX
KPOBOTEUEHHUAX, a TaK)Ke BO BpEMs U MOCJIE XUPYPrUYECKUX BMEIIATEIBCTB JHOO
KOHIICHTPUPOBAHHOM CyXO#l miia3Moi, 0o pacTBOpoM (pubpuHoreHa. 1 j miaa3mel
skBuBaieHTeH 3,0-3,5 r ¢dubpuHorena. Jlns obecredeHWs HAACKHOTO TeMOCTa3a
nepBast go3a pudbpuHoreHa nomkHa coctaBiarh 0,06 T/Kr Macchl Tena B CYTKH, 4TO

obecrieyrBaeT MOBBIIIEHUE KOHIICHTPAIIUA B IjIa3Me O0JIbHOTO 3TOoro Oemnka ¢ 0 1o
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1,5 r/n. IloBTOpHBIC BBeAcHUs (UOpPUHOTEHA AeNatoT yepe3 2—3 AHs, MOCKOJIbKY Iie-
PHOJ] IOTYBBIBEICHUS 3TOTO OeNKa B TIa3Me PELUITUEHTa KOIeOIeTcs B peaenax OT
3 no 4,8 aus. [lognepxuBaromme 1036l Openapara, BBOAUMBIEC YEPE3 KaxIble 2 JTHS,
JIOJKHBI OBITh BABOE MEHBIIE nepBoHavYalIbHOM U cocTaBisitoT (0,03—0,04 r/kr Maccel
Tena.

HHucgubpunocenemuy — TeHETUIECKH JIETEPMUHUPOBAHHBIC HAPYIICHHUS CBEP-
TBIBACMOCTH KPOBH, BBI3BaHHBIC AcPEKTaMH MOJICKYJISIPHOTO CTpOeHUsT (hruOpuHOTe-
Ha. BoNmbIIMHCTBO IUCHUOPUHOTEHEMUN HACIEIyeTCs ayTOCOMHO-AOMHUHAHTHO, U
JIUIIb OTJEIbHBIC (POPMBI — IO HETIOJHOMY PEIeCCHBHOMY THITY. [ HTIOKOaryssIuoH-
HbIe TUCHUOPUHOTEHEMUN XapPaKTEPHU3YIOTCS TIIYOOKHMM HapyIIEHHUEM BCEX OOIIHMX
KOAryJIAIUOHHBIX MoKasareneil. [Ipu oMHMX aHOMaNUAX IIa3Ma BOOOIEe HE CBEPTHI-
BACTCS MIPU BO3JCHCTBUHA TPOMOMHOM, MPHU JPYTUX CBEPTHIBACTCS OYCHb MEJJICHHO:
3a 50-70 c u Gonee.

[Tpu nuddepeHnaTIbHON AMATHOCTUKE CIEAYET MIOMHUTH O BTOPUYHBIX TPH-
oOpeTeHHbIX auchuOpuHOreHeMusix. ITU (OpMbl HAOMIOAAIOTCS B OCHOBHOM IIpHU
TSOKENBIX TIOPAKCHUSAX TICUCHH, COMPOBOXKIAIOTCS YIITMHCHUEM TPOMOWHOBOTO BpeE-
MEHH, TOBBIIICHHBIM COJICPYKAaHUEM B IUTa3ME M CBIBOPOTKE HECBEPTHIBAIOITUXCS
(UOPUH-MOHOMEPHBIX KOMILJIEKCOB. MHOrHMe IUCPUOPUHOTCHEMHH, HECMOTps Ha
BBIP@KEHHOE HapYILIEHUWE CBEPTHIBAEMOCTH KPOBH, HE BBI3BIBAIOT KPOBOTOYMBOCTHU
WK 00YCJIOBIMBAIOT MUHUMAJIBHYIO HAaKJIOHHOCTH K Heil. KpoBOTOUMBOCTH MOXKET
OTCYTCTBOBATh Jlaxke MpHu (hopmax C MOJHON HECBEPTHIBAEMOCTBHIO TUIa3Mbl IIPH J10-
OaBneHuu K Hel TpomOuHa. Kak mpaBuio, auchubpruHoreHeMusi He TpeOyeT MeIu-
KaMEHTO3HOTO JieueHus. Pa3BuBIIMECsS KPOBOTEUEHHsI OCTAHABIMBAIOT MIPU MTOMOIIIH
MECTHOTO JIEHCTBUS, K JIaHHBIM BHJAaM OTHOCST: BO3JEHCTBHUE XOJOJOM, OPOIICHHUE
KpPOBOTOYAIIIEH MOBEPXHOCTH PACTBOPOM aAMHUHOKAIIPOHOBOW KHUCIOTHI, JABIICHUE,
HAJOXEHUE TeMOCTaTHUECKOW TYOKU. M TONBKO B ciydasX BBIPAXXEHHOTO KPOBOTE-
YeHHs PUMEHSIOTCS TIepeuBanus 1ia3Mbl U pudpuHoreHa. Heo60cHOBaHHBIX BBe-
JeHUH T1a3Mbl U (GuOpUHOTeHa cieayeT u30eratb, MOCKOJIBKY Y 4YacTH OOJBHBIX
ahuOpUHOTEHEMUSAMHA U TUCHUOPUHOTEHEMHUSIMHA OHU BBI3BIBAIOT TMOSBICHUE aHTHU-
Tell.

INTPUOBPETEHHBIE KOAI'YJIOIIATUH

Cpenn mpuoOpeTEeHHBIX KOAryJjomaThii MpeoOaagaroT BTOPUYHBIC (HOPMBI,
00yCIIOBIICHHBIE KOMITJIEKCHBIMU HAPYIICHUSIMU B CBEPTHIBAIOIICH CUCTEME KPOBH, U
c 0oJiee CIOXHBIM MATOT€HE30M, YEM HACJEACTBEHHbIE TeMOpparnyeckue 3adoseBa-
Hus. M3omupoBannbie GopMbl neuiuTa OTAEIbHBIX (HaKTOPOB CBEPTHIBAHUS BCTPE-
4aloTcs MpU NPUOOPETEHHBIX KOAaryjlonatusx peako. VckiatoueHwe CcoCTaBIsIIOT
JUIIb CIydau cnenupuieckod UMMYHHOM MHTMOUIIMU (PAaKTOPOB CBEPTHIBAHUS aHTH-
TeJIaMHU, a TakKe U30upaTeabHON UX COPOLMU MATOIOTUUECKUMU TIIMKOMPOTEMHAMHU
(manpumep, copbuuu pakropa X aMUIOUIOM).

JluarHocTuka MpUOOPETEHHBIX KOAryJonaThil o0jerdaercsi pacrno3HaBaHHEM
OCHOBHOTO 3a00JIeBaHUSI WJIM BO3ACHCTBHS, KOTOPOE MPHUBEIO K HAOII0IaeMOMY Yy
0OJILHOTO PACCTPOUCTBY reMOCTa3a, MOCKOJIbKY BO MHOTHX CIydasiX OINpe/eIeHHbIE
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KOaryJionatTuy CTPOro NPHUBSA3aHbl K T€M WM HHBIM KIMHUYECKUM CHUTYaIUsIM.
TpyaHOCTH BO3HUKAIOT JIMIIL MPU T€X BUJIAX MATOJIOTUH, MPU KOTOPHIX BO3MOXKHBI
Pa3HOPOJHBIE KOAryJIONaTUYECKUE CUHAPOMBI. TakuM pa3sHOOOpa3uEM OTIMYAIOTCA
HapylUIEHUs1 TeMOCTa3a B MOCIEPOJOBOM MEPUOAE U Y HOBOPOKIEHHBIX, IPHU JIEHKO-
3ax, 00JIEe3HAX NeYeHH, UMMYHHOMN NaTOJOTUH.

JMepuuut K-BuTamnna3zaBucumMbIX GaKkTOPOB CBEPTHIBAHUSA

B 1929 r narckuit yuénsiii Carl Peter Henrik Dam wucciemnoBan mocieacTBus
HEJIOCTaTKa XOJECTEPUHA Y IBIUIAT, HAXOAUBIIUXCS HA JUIIEHHON XOJIeCTEpUHA JTU-
ere. Uepes HECKOJBKO HENENb y UBIUISAT Pa3BHICS TeMOPPAru4ecKUil CHUHAPOM —
KPOBOU3JIUSIHUE B TOJKOXHYIO KJIETUATKy, MBIIIILI U Apyrue Tkanu. JloOaBieHue
OUYHUIIEHHOTO XOJIECTEpUHA HE YCTPAHSIIO MATOJOTHUECKUX sBieHuH. OKazanoch, 4To
neneOHbM 3 dexTom 00aatoT 3€pHA 37aKOB U APYTHe PACTUTENbHBIE MPOIYKTHI.
Hapsiny ¢ xonecteprHOM M3 TPOJYKTOB ObUTH BBIJEJEHBI BEIIECTBA, KOTOPHIE CIIO-
COOCTBOBAJIM TOBBIIIIEHUIO CBEPTHIBAHUS KPOBU. 3a ATOM IPYINION BUTAMUHOB 3aKpe-
NMUJI0CHh Ha3BaHUE BUTAaMUHBI K, TOCKOIBKY MEpBOE COOOIICHUE 00 3TUX COCAMHEHH-
X OBLJIO CIEaHO B HEMEILIKOM JKypHaje, Ijie OHM Ha3biBaauch Koagulations vitamin
(BuTamuusbl koarysiuu). B 1939 r B maboparopun mseinapckoro yuenoro Kappepa
BIIEpBbIe ObUT BBIJICJIICH W3 JIIOLEpHbI BUTaMUH K, ero Ha3Banu QuuioxuHoHOM. B
TOM JK€ TOJy aMepuKaHckue OnoxuMmuku bunkien u J{oW3u moayduian U3 THUIOMICH
PBIOHON MYKH BEIIECTBO C aHTUTE€MOPPArMyecKUM JIeWCTBHEM, HO C MHBIMU CBOM-
CTBaMHM, YEM IIpemnapaT, BbIICICHHBIA U3 JIOLEPHBI. DTO BEUIECTBO MOJYYMIIO Ha3Ba-
Hue BUTamMuH K, B 0OTIMune OT BUTaMUHA U3 JIFOIEPHBI, HA3BAHHOTO BUTAaMUHOM K.

Buramun K oTtHOCHTCS K rpyIie TMNOPUIBHBIX ((KUPOPACTBOPUMBIX) U TH/I-
podOoOHBIX BUTAMHHOB, HEOOXOJAMMBIX ISl CHHTE3a OE€IKOB, 00€CTICYMBAIOIINX J0-
CTAaTOYHBIA YPOBEHb KOATYJSIUUA. XUMUUYECKH SIBIASETCA IPOU3BOJHBIM 2-MeTHI-1,4-
HadToXuHOHA. MrpaeT 3HAUUTENbHYIO POJIb B OOMEHE BEIIECTB B KOCTSIX U B COEIU-
HUTEJIBHON TKaHH, a TAKXKE B HOPMaJIbHOM paboTte moyek. Bo Bcex 3Tux ciydasx BU-
TaMUH y4aCTBYET B YCBOCHUU KaJbIIUS U B 00ECIIEYCHNH B3aUMOJICHCTBUS KAIBIIUSI U
ButamuHa D. B apyrux TkaHsx, Hanmpumep, B JIETKUX U B CepAIle, TOKe ObUTH 0OHa-
PYKEHBI OEIKOBBIE CTPYKTYPBI, KOTOPBIE MOTYT OBITh CHHTE3UPOBAHBI TOJIBKO C y4a-
ctueMm ButamuHa K. Buramun K — 310 rpynmnoBoe HazBaHue IS psiia MPOU3BOIHBIX
2-MeTtnii-1,4-Ha TOXMHOHA, CXOJHOTO CTPOCHHS W ONM3KOH (PYHKIIMM B OpraHU3ME.
OOBIYHO OHU UMEIOT METUIMPOBAHHBIA HA(PTOXWHOHOBBINA (DparMEeHT C MEPEeMEHHON
M0 YMCITY 3B€HbEB anudarudeckoid 60KOBOM 1enbl0. DUIUIOXUHOH (TaKKEe UMEHYe-
MbIi BUTaMUHOM Kj) conepkuT 4 U30npeHOUAHBIX 3B€HA, OJHO M3 KOTOPBIX SIBJIAET-
Csl HEHACBIIIEHHBIM. B npupoje HaiiieHbl TOJAbKO ABa BUTamMuHa rpynnbl K: Bbiae-
JICHHBIM W3 JIIOIepHbl BUTaMUH K3 W BBIJENICHHBIM M3 THHIOMIEH phiOHON MyKkH Ko.
Kpome npupoansix ButamuHoB K, B HacTosiiiee BpeMsi U3BECTEH Psiji MPOU3BOAHBIX
HaTOXMHOHA, 00JIAIAIONTUX AHTUTEMOPPATUYECKUM JACHCTBUEM, KOTOPbIE MOTYYEHbI
cuHTeThYeckuM nyteMm. K MX 4ducily OTHOCSATCS ClIeYIOIINE COEJUHEHUS: BUTAMUH
K3 (2-metmi-1,4-madroxunon), putamua Ky (2-metnin-1,4-HadTOruApOXHHOH), BU-
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tamuH Ks (2-metwn-4-amubo-1-HadToruapoxunon), ButamuH Kg (2-metmin-1,4-
JMaMHUHOHA(PTOXUHOH), BUTaMHH K7 (3-MeTni-4-aMruH0-1-HaQ TOrHIPOXUHOH).

Buramun K yyacTByeT B KapOOKCHMJIMPOBAHMHM OCTATKOB INIyTAMHUHOBOM KHC-
JIOTHI B TOJUMNENTUIHBIX IETSX HEKOTOPHIX OenkoB. B pesymnbrare Takoro ¢pepmeHTa-
TUBHOTO TIpoIlecca MPOUCXOAUT MpPEeBpaIIeHHE OCTATKOB TTyTAMHUHOBOUW KHCJIOTHI B
OCTaTKM raMMa-KapOOKCHITITyTaMHMHOBOW KHUCIOTHI (cokpaiieHHo Gla-pagukansr).
Ocratku ramma-kapOokcuariyraMuHoBoi kucioTsl (Gla-pagukaner), Omaronaps
JIBYM CBOOOJHBIM KapOOKCHJIBHBIM TPYIIIaM, yYacTBYIOT B CBSI3bIBAHHH KaJbIIHS.
Gla-pagukaiibl HTparOT BXKHYIO POJIb B OMOJIOTHYECKONW aKTUBHOCTH BCEX U3BECTHBIX
Gla-6enkoB. B HacTosmiee BpeMs oOHapy»eHbl 14 yenoBeueckux Gla-OeakoB, urpa-
IONINX KITIOYEBBIC PO B PETYIMPOBAHUU CIEIYIOMNUX (PU3UOIOTUISCKUX MPOIIEC-
COB: CBEpTHIBaHUE KpoBH — mpoTpoMOuH (daktop II), pakropsr VII, IX, X, 6enok C,
Oenok S u Oenok Z); MeTaboiIu3M KOCTel (OCTeOKalblIMH, Takke HazBaHHbIN Gla-
OenkoM Koctu, U Matpurient gla 6enka (MGP).

[Tpuunnsl pazsutus neduiura surtamuna K (bapkaran 3.C., 2005; 1.B. Kono-
coBa u coaBT., 2012; Chung K.S., et al., 1981): Hapyuienus oOMeHa; HapyIICHUS CHH-
Te3a; HEJOCTATOYHOE TOCTYIUICHUE C MHIIEH; AEHCTBHE MPEmapaToB, CBA3BIBAIOIINX
KEITYHBIE KUCJIOTHI; 3a00JeBaHMs >KETYHBIX ITyTEH, MPETSATCTBYIONIUE aJcOpOIun
KUPOPACTBOPUMBIX BHUTAMHUHOB; 3a00JICBaHUSI KHUIIEYHHUKA, COMPOBOXKIAIOIINECS
HapylIeHueM BcacbiBaHus BUT. K, BeipaOoTka MHTHOUTOPOB K (haKTOpaM CBEPThIBA-
HUSl KpoBH; 3a0osieBanus neuyeHu; JIBC-cunapom, mpueM aHTUKOATryJISHTOB HETpS-
MOTO JACHCTBUS; OTpPaBICHUE POACHTUIIUAAMHU, COJIEPKAIUMH HENPAMbIE aHTUKOAT'Y-
nsHTHl. Hanbomnee yacTol mpuIMHOM KoaryjaomnaTuu, o0ycioBieHHOW aedunutom K-
BUTAMUH3aBUCUMBIX ()aKTOPOB CBEPTHIBAHUS KPOBH, SIBISICTCS MEPEAO3UPOBKA aHTHU-
KOAryJsTHTOB HEMPSMOTO JACHCTBUS, KOTOPBIE Ceyac aKTUBHO MCTIOJIB3YIOTCA B KIIH-
HAYECKOU MTPAKTHKE.

Ilepe1o3upoBKa aHTUKOATYISTHTOB HENPAMOTI'O JICUCTBUS

B nagane 20-x romoB 20 Beka Obla 3aperHCTPUpPOBAaHA BCIIBIIIIKA paHEE HEH3-
BECTHBIX 3a00JieBaHUN KOpoB B ceBepHbIX Tepputopusix CIIA u B Kanane. Kanan-
ckuit Betepunap Frank Schofield skcnepuMenTabHO ycTaHOBHII CBSI3b TreMOpparu-
YECKUX MPOSBICHUN C TOENaHWEM YKUBOTHBIMH ILJICCHEBEJIOTO CHJIOCA M3 JIOHHUKA
(cmagkoro kieBepa). [lecsaThio romamu mosxe Betepunap Lee Roderick oObscHuI
MPUYUHY KPOBOTEUEHHUHN Yy )KMBOTHBIX C TaK Ha3bIBAEMOW «OOJE3HBIO CIAJKOTO KIe-
BEpa», HEAOCTATOYHOCTHIO OJHOTO M3 (DAKTOPOB CBEPTHIBAIOIICH CHUCTEMBI KPOBU —
nporpoMOuHa. OTHOBPEMEHHO C STUMHU UCCIEAOBAHMSIMU TaTCKU OMOXUMHUK U (HU-
suonor Henrik Dam, m3yuyas OMOXMMHYECKHE CBOWCTBA BUTAMUHOB M CTEPOJIOB
(1929-1935), oOpatnin BHUMaHWE Ha TO, YTO KIMHWUYCCKUE MPOSBICHUS «OOJIC3HU
CJIAJIKOTO KJIEBEPa» OYCHBb CXOXKH C TeMOPPArMuecKUM JAUATE30M IBIIUISAT, OH OOHa-
PYKUJI, 9TO TTOPAXKEHUS KOYKU U MBI Y TITUII, HAXOSAIUXCS HA CHHTETUICCKOM TH-
€Te, CBSI3aHbI C OTCYTCTBUEM B UX PallMOHE )KUPOPACTBOPUMOTO BEIIECTBA, KOTOPHIN
B 1935 roay Ha3Banu BuramuaoM K (koagulations vitamin) (Quick A.J., 1937). Ilo-
TpeboBanoch anurenbHoe BpeMs (1933 — 1939) mpexnae, yeM COTPYIHHMK HAay4HOM
nabopaTopuu noj pykooactBom Karl Link Harold Campbell monyuwn kpucramis
IUKyMapoJa.
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Jukymapon ObLI HPOAYKTOM PpaCTUTEIBHBIX MOJEKyJl KymapuHa. Kymapun
MPUCYTCTBYET BO MHOTUX PACTEHHUSX U MPOU3BOJIUT CIAJKHUNA 3amax CBEXKECKOIICH-
HOU TpaBbl WM CEHA, a TaKK€ HEKOTOPBIX pacTeHUi, Hampumep 3yOpOBKH AYyIIH-
ctoi. Cam o ceOe KyMapuH He BIUSET Ha CBEPTHIBAHUE KPOBU, HO MOXKET OBITh BHA-
yajie MeTa0OJU3UPOBAaH paA3JIMYHBIMU TIpuUOAMH B COEIMHEHHS, Takue Kak 4-
TUIPOKCUKYMapuH, a jaanee (B NPHUCYTCTBUHM €CTECTBEHHOIo (opmanbaerujaa) B
JUKyMapoJl, KOTOPbIM 00s1ajlaeT aHTUKOATYJISTHTHBIMU cBoiicTBamMu. [loBpexxaenue u
rubenb credieil Kiaesepa noja Bo3JAeHCTBUEM I'PUOOB OOBSICHAET HATMYME aHTUKOAT'y-
JITHTA TOJIBKO B MCHOPYEHHOM CHiloce KieBepa. JMKymapon cuuTaeTcsl MpoayKTOM
oposxenus u mukorokcunom (Bye, A., King, H. K., 1970).

B Teuenue crneayromux HECKOIBKUX JIET Y MHOTOUYMCICHHBIX aHAJIOTUYHBIX Be-
mecTB (Hanpumep, 4-TuIpOKCUKYMaprHbl) OOHAPYKUBAJIU TE K€ aHTUKOATyJISIHTHbIE
cBoiicTBa. IlepBbIil JeKapCTBEHHBIN MpenapaT U3 Kiacca HEMpsMbIX aHTUKOAryJssH-
TOB ObLT COOCTBEHHO JUKYMapoJl, 3araTeHTOBaHHbIM B 1941 roay u 3atem nmpumeHs-
embIil kak (apmakonorudeckoe cpeactso. Karl Link mpomomkun pabotel Hax co-
31aHueM 00Jiee MOIIHBIX KyMapUH-TIOJOOHBIX aHTUKOATYJISTHTOB ISl UCIIOJIb30BaHUS
B KadecTBe sija JJi IPhI3YHOB, B pe3ysibTare yero B 1948 rogy Obul CHHTE3UPOBaH
Bapdapun. HasBanue «Bapdapun» (anri. warfarin) mpoucxoaut ot adbOpeBHaTypbI
WARF (anri. Wisconsin Alumni Research Foundation) + okonvanue -arin, yka3sbi-
Balolllee Ha CBS3b ¢ KyMapuHOM. Bapdapun Obu1 3aperucTpupoBaH Kak s JJisl TPbI-
3yHoB B CIIIA B 1948 roxy u cpa3sy e moiydui mupokoe pacrnpoctpanenue (Link
K.P., 1959).

ITocne toro xak B 1951 roay mpussiBHUK apmuu CIIIA 6Ge3ycnentHo meItajics
MOKOHYUTH KU3Hb CAMOYOMICTBOM, MPUHSIB HECKOJBKO /103 BapapuHa B COCTaBe
s/la JUIsl TPHI3YHOB U TIOJTHOCTBIO BBI3IOPOBEI B TOCIHTAJIE, T/I€ €My BBOJAMIN BHUTA-
MuH K (yxe Torja m3BeCTHBIM Kak Crelu(UIecKuil aHTUI0T), ObUTH HAYaThl UCCIIe-
JIOBaHMS 10 MPUMEHEHHIO BappaprHa B KAYECTBE TEPANEBTUUECKOTO0 aHTUKOATYJIsH-
ta (Link K.P., 1959). Beuto oOHapyskeHo, 4TO BapdapuH MPEeBOCXOIUT MO dPPeK-
TUBHOCTH JTUKyMapou, U B 1954 rony oH ObUT 0100pEH ISl METUIIMHCKOTO MCTIOJb-
30BaHUA Y JIFOJICH.

B nacrosimee BpeMs BaphapuH Kak KPBICUHBIN S UCTIONB3YIOT Peike, TaK Kak
Y MHOTHX TOMYJIAIMA KPBIC Pa3BUJIACh YCTOMUMBOCTh K HEMY U CTali JOCTYITHBI 00-
nee 3(QPeKTUBHBIE SABI XPOHMUECKOTO ACHCTBUSA, T.H. «cymnepBapdapuHb» - Opo-
mudakym, OpomamuoinoH, Quokymaden, nmudernanon u audpenakym (IIpoBenenue
AKCTPEHHBIX MEPONPUSATUN MO JE3UHCEKIMU W JepaTU3alliu B MPUPOAHBIX OYarax
yymbl Ha tepputopun Poccuiickon @enepannn. Meronnueckue ykaszanusi. Mockaa.
2009). B To xe BpeMs BaphapwH Kak HETPSMON aHTUKOATYJISIHT HAIIeNl IIHPOKOE
MIPUMEHEHHUE B KIIMHUYECKON MPaKTHKE.

PaznuyaroT aHTUKOAryJIsSIHTHI OPSIMOTO U Henpsimoro AeiictBus. [lepBbie Bius-
IOT HEMOCPEACTBEHHO Ha (PAKTOPHI CBEPTHIBAHUS, HAXOIAIIUECS B KPOBH, U TTOHUKa-
10T aKTUBHOCTh TPOMOMHA B KPOBH, K HUM OTHOCUTCSI T€lapyH, KOTOPhI ObIBAET He-
(GpakIMOHUPOBAHHBIM U (PPAKIIMOHUPOBAHHBIM (HU3KOMOJIEKYIISIPHBIM ). AHTHKOAry-
JISHTBI HETIPSAMOTO JAEHUCTBHS HApyIIalOT OMOCUHTE3 MPOTPOMOUHA, MPOKOHBEPTHUHA U
Ipyrux (hakToOpoB CBEPTHIBAHUS B NeYeHU. B oTiinuKe OT aHTUKOATYJISTHTOB HPSIMOTO
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JEUCTBUSL aHTUKOATYJISTHTHI HEMPSIMOTO IEMCTBUS OKa3bIBalOT 3 (PEKT HE cpa3y, OHU
JEUCTBYIOT MEJIEHHO U POJOJIKUTENBHO, 00J1a1al0T KyMYJISITABHBIMU CBOMCTBAMHU.

Jlukymapos OblT EPBBIM U OCHOBHBIM IPEJCTABUTEIEM aHTUKOATYJISIHTOB He-
IIPSAIMOTO IEUCTBUA IpynIibl 4-0OKCUMKyMapuHa. OTeUeCTBEHHBIN aHAJIOr TUKyMapoJia -
IUKyMapuH Obl1 cuHTe3upoBaH B 1946 r. B YpansckoMm puimnane BHUXOU U. 4.
IToctoBckuM u M. A. IlaHrokoBoW. OJTHaKO B CBSI3U C BBICOKOM TOKCUYHOCTBIO JIaH-
HbIE MpenapaTsl ObLIM MOCTENIEHHO 3aMEHEHbl APYTUMH HETPSMbIMU aHTUKOATYyJIs H-
TaMH, MPOU3BOJHBIMU KyMapHHA, TAKUMHU KakK: HEOJUKYMapuH, (penpomMapoH, HUT-
podapuH, CHHKYMap, BappapuH.

[lo xuMHYEeCKON CTPYKTYpe aHTHUKOAryJSIHTBI HEMPSMOIo ACHCTBUS pa3zies-
totcst Ha Tpu noarpynmsl (benoycos H0.b., u coast., 2009):

- IPOU3BOIHBIE MOHOKYMapHHa (BapdapuH, alleHOKyMapon);

- KyMapuHa (3Tui1 OUcKymalerar);

- UHAaHAnOHA (PEeHUHINOH).

[IpodunakTuky antukoarynssHTamu Hempsimoro nevctBus (AHJL) m tepamnuto
TPOMOO30B CTaJIM IHUPOKO UCIOIB30BaTh B KIIMHUKE C Havyasna 50-X Trof0B Mponuioro
cronetusi. B CCCP wununmaropamu npumeHenuss AH/[ 6vsuin b.B. Kymenesckuid,
ILE. Jlykomckuii u E.M. YazoB. OgHako BIOCIEACTBUN MHTEPEC K JTAHHOW TpYIIIE
IpenapaToB CYMECTBEHHO CHU3MICSH. OOBSACHAIOCH 3TO C OJJHON CTOPOHBI HTUPOKUM
BHEJIPEHUEM B MPAKTUKY AaHTUKOATYJITHTOB MPSMOTO AEHCTBHUS, a C IPYyrol — C HEJO-
CTaTOYHO MOJHOILIEHHBIM JTA0OpAaTOPHBIM KOHTpoJeM 3a neiictBueM AHJI u HeoTpa-
00TaHHOCTBIO ONTUMAJIBHBIX /103 MPENnapaToB, YTO MPUBOAMIO K PA3BUTHIO OOJIBIIO-
ro yucia remopparuueckux ocioxsenuid (bapkaran 3.C., u coast., 2001). B no-
CJIeIHEE BPEMs, B CBS3M C HEOOXOJIUMOCTBIO MPOBEACHUS MHOTOJIETHEW aHTHKOAry-
JSAIUOHHON Tepanmuu M pa3paboTkoi HOBOW 3(P(HEKTHUBHOM METO0JIOTHH MOHHUTO-
punra no3upoBok AHJI, mHTEepec k nedeOHO-IPOPHUIAKTHIECKOMY TPUMEHEHUIO
AHJI cHOBa BBIpOC, OCOOCHHO C TIOSIBIEHHEM Ha POCCHHCKOM (papMalieBTUIECKOM
PBIHKE OJTHOTO M3 JYYIIMX IMpenapaToB yka3zaHHOU rpymmbl — Bapdapuna (bapkaran
3.C., u coanrt. 2001; Momort A.II., 2006, 2011).

Korma 6onpHOM npuHUMaeT BapgapuH, MIa3MEeHHBIE YPOBHU NMPOTPOMOUHA H
dakropoB VII, IX u X, dopMupyeMbIX MeUEeHbIO, HAYMHAIOT TaAaTh, CBUICTEIb-
CTBY#, YTO Bap(apuH UMEET MOIIHOE JEeUCTBUE, TOJABIISIONIEe CUHTE3 ITUX COEH-
HeHUIl medeHpro. [lpu mpuMeHeHHH 3TOro mpemnapaTa OJIOKUPYETCS TaKKe CHHTE3
IByX (pu3nonorndeckux aHTuKoaryinstHtoB — O6enkoB C u S. Bapdapun BbI3bIBaeT
9TOT 3P deKT, KOHKYypHupys ¢ BuTaMuHOM K 3a peakTuBHBIE y9acTKH B ()epMEHTATHB-
HBIX TIporieccax mpu (HOPMUPOBAHUH MPOTPOMOWHA U JIPYTUX TpeX (HaKTOpOB CBEP-
ThIBaHUS, OnMokupys aeiictBue ButamuHa K. Butamua K HeoOXxonuM Ha KOHEYHOM
sTane oOpa3oBaHUs BBINICYKAa3aHHBIX (DAKTOPOB CBEPTHIBAHUS — HA (aze KapOOKCH-
nupoBaHud. [IpucyrcTBHe KapOOKCWIBHOW IpYMIbl 00ECIIEUNBAET CBA3BIBAHUE yKa-
3aHHBIX (PAKTOPOB C KAJIBIIMEM, a Yepe3 Kalblui ¢ pochonunugaMu u pakropom Xa,
YTO SIBNISIETCSI HEOOXOJMMBIM YCIIOBHEM TpaHCPopMaluu NpoTpoMOUHA B TPOMOUH.
B orcyrctBun BuTamuHa K B KPOBOTOK IMOCTYNAKOT HE3aBEPLIECHHBIE, JHILIECHHbBIE
BO3MOXXHOCTH B3aUMOJICMCTBOBATh C MOHAMH KaJbIMS M y4acTBOBAaTh B CBEpPTHIBA-
HUU KPOBH NpeNIIEeCTBEHHUKU BUTaMUH K-3aBucuMbIX (hakTopoB. [Ipu Hayane npu-
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ema Bap(apHuHa MpoOLECC CBEPThIBAaHUS HE OJOKUPYETCS HEMEIJIEHHO, MOCKOJBKY
MPEXJIe JOHKEH MIPOU30MTH €CTECTBEHHBIN pacxo]] yKe MPUCYTCTBYIOIIMX B MJIa3Me
NpoTpOMOMHA U APYTUX (PAKTOPOB CBEPTHIBAHUS, HA KOTOPbIE ACHCTBYET BappapHH.
MakcumanibHOE IeCTBHE Ipernapara nposBiseTca Ha 3-5—i IeHb OT Havajla IpuMe-
HEHMS U MpeKpaiaercs uepe3 3 — 5 nHei nocne otMeHsl. [Ipu 3ToM aenpeccusi CUH-
Te3a (akTopoB npu K-runoBUTaMHUHO3€ BO3HUKAET HE OJJHOBPEMEHHO, a MOCJIEI0BA-
TEJNbHO, YTO 3aBUCUT OT MPOIOJIKUTEIBHOCTA MX KU3HU B LUPKYJISUU: B MEPBYIO
ouepe/ib MPOUCXOIUT CHIKEHHE akTUBHOCTH (akTopa VIl (mepuoa momyxusnu — 4
yaca), 3aT€éM YMEHbIIAeTCAd aKTUBHOCTH (hakTopoB |X m X, B mocineaHIon ovepeab
CHU)KAeTCsl aKTUBHOCTH MpoTpoMOuHa (uepe3 3 — 4 aus1). B Tom ke nopsiake mpouc-
XOJUT U BOCCTAHOBJICHUE YPOBHS MPOKOAryJISIHTOB MOCJE YCTpaHEHUs AeQUIUTa BU-
tamuHa K.

AuieHokymapon ycrymnaet Bapdapuny 1mo 3P¢dexkTuBHOCTHU W 0€30MaCHOCTHU
(benoycos 10.b., u coagt., 2009). [Ipou3BoHbIe MHAAHANOHA 001aAaI0T TTO00OHBIM
KyMapuHaM aHTUKOATyJISIHTHBIM JIEHCTBHMEM, HO Yallle BBI3BIBAIOT MOOOUYHBIE 3P dek-
Thl — TOKCHYECKOE BJIMSHUE Ha TEYEHb, KOXKHbIC MposiBieHus. [loaTomy mpousBo-
HbI€ MHJAHJIMOHA Ha3HA4arOTCs OOJIbHBIM, MMEIOIIMM aNIEPrUuYecKhe peakluud Ha
npousBoiHbie kymapuHa (benoycos 10.b., u coasr., 2009).

HavanbHas no3a BapdapuHa, Kak mpaBuiIo, COCTaBJgeT 5 Mr/cyT (2 Tabnet-
ku). JlanbHEeHIUN pekuM JO3UPOBAHUS YCTAaHABIMBAIOT UHAUBUYaIbHO, B 3aBUCH-
MOCTH OT PE3YJIbTATOB OMpeJEIeHUs] MPOTPOMOMHOBOTO BPEMEHH W/MIU MEXKIyHa-
ponHoro HopmanuizoBaHHoro otHomenus (MHO). I[IporpomOuHOBOE BpeMms mpu
npueMme BapdapuHa JOJKHO OBITh yBEJIMUYEHO B 2-4 pasa oT ucxoanoro, a MHO B
OOJBIIMHCTBE CIIy4aeB JODKHO JocThrath 2 — 3. YV CTapuKOB, OHKOJIOTHYECKUX
OOJBHBIX U B pajae apyrux cutyanuit MHO B nporniecce edenus: BappapruHOM JOJIK-
HO ObITh HecKoIbKkO MeHbIuM (1,4 — 2,0) (bapkarau 3.C., u coast., 2001; bokapes
N.H., u coasr., 2009; Yapnas M.A., Mopo3zoB 10.A., 2009). Eciu nanueHT oJIHO-
BPEMEHHO C BappapvHOM NpPUHUMAET Ae3arperantsl, ypoBeHb MHO nomkeHn ObITh
1,8 — 2,2 (bapxkaran 3.C., u coast., 2001; bokapes 1.H., u coasr., 2009).

Bapdapun npotuBonokasaH B IepBOi TpeTH OEpPEMEHHOCTH, TTOCKOIBbKY BBICOK
PHUCK pa3BUTHS BPOXKICHHBIX J€(PEKTOB IUIOAA, MPU TKENBIX MOPAKEHUIX MEUEHU
(remaTtuThl U UUPPO3bI), B T€UEHUE 6 MECSALIEB MOCJE MMEPEHECEHHOr0 reMopparuye-
CKOTr'O MHCYJbTa, IPHU Pa3Ju4HbIX KpoBoTeueHUsX. He pexomeHayeTcs Ha3HaueHHE
BapdaprHa MalMeHTaM C FeMaTOTreHHBIMU TPOMOO(GUIHSIMH, OOYCIOBICHHBIMH Jie-
GuuTOoM (PU3NOIOTUYECKUX AHTUKOAryissHToB — mpotemHoB C u S. Bcenencraue
JANbHEHIIIEr0 YTHETEHHsI HENPSMBIMU  aHTUKOATyJISTHTaMU JA€(PUUUTHBIX TPOTEUHOB
C u S pa3BuBaeTCs TUMEPKOATYISIUOHHBIA CUHAPOM U T.H. «CHHAPOM PHUKOIIETay,
KOTJIa HECMOTpsI Ha MpHeM Bap(haprHa U YBEIUYEHHE €ro J03bl TPOMO00Opa3oBacHHE
nporpeccupyet (bapkaran 3.C., 2005).

B nocnennee necarunetue Bap(apuH NPaKTUUECKH BBITECHUI U3 TPUMEHEHUS
B MEIUIMHCKOM npaktuke Bce apyrue AHJI. Onnako B mpouecce NpuMeHEHUs 3TOTrO
npenapara ONnpeAesuiCsa U psiJi €ro HeJOCTaTKOB. B mepByto ouepenb 3T0 HEOOXOU-
MOCTb 4aCTOI0 J1a00OPaTOPHOr0 KOHTPOJISI B CBSI3U C BBICOKMM PUCKOM KPOBOTEUYEHUH.
Beuny ocobennocteit Poccuiickoii denepanuu — HU3KOM IJIOTHOCTH HACEJIEHUS Ha
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OOJIBIIINX TEPPUTOPUSIX, 3HAUUTEIBHOU OTIAIICHHOCTH Psifia HACEJIICHHBIX MYHKTOB OT
MEIUIMHCKUX IIEHTPOB U T.[., BO MHOTHX paiiOHaX HET BO3MOXKHOCTH HE TOJBKO
koHTpoaupoBatb MHO, HO u cuctemarnyecku HabmoaaTh nanueHTa (Croiiko FO.M.,
3amatun M.H., 2007; KpactokoBa O.H., u coasr., 2011, Boituexosckuit B.B. u co-
aBT., 2012). pyrue, pexke BCTpeYarOIIHECs OCIOXHCHUS Tepanuu BaphapuHOM:
nuapesi, MOBBIIIEHNE aKTUBHOCTH MEYEHOYHBIX TPaHCAMHUHA3, OCTEOIOPO3, IK3eMa,
HEKpO3 KOXH, BacKynuThl, anonenus (bapkaran 3.C., u coast., 2001; bokapes 1.H.,
u coasT., 2009; Croitko FO.M., 3amatun M.H., 2007). Y yactu 00IbHBIX OTMEYaETCs
T€HETUYECKH OOYCIIOBJIGHHAs] BBICOKAsI PE3UCTEHTHOCTh K KyMapuHaM, 3Ty MaToI0-
THIO CBS3BIBAIOT C HAPYIICHUEM B IEUCHH CPOJICTBA KJIETOUHBIX PEIENTOPOB K KyMa-
punam (bapxkaran 3.C., u coasrt., 2001).

BapdapuHoBbIil HEKPO3 KOXKH 3TO PEAKOE, HO CEpbE3HOE OCIIOKHEHUE B pe-
3ynbrate JiedeHus: Bapdpapunom (puc. 33). Pa3BuTre HeKpo3a KOKH BO3MOYKHO TaK-
e TPU JICUCHUM JIIOOBIM MpernapatoM W3 TPYyIIbl KyMapuHOB. BapdapuHoBbIf
HEKPO3 KOXXH B OOJIBIITMHCTBE CIIy4yaeB Pa3BUBACTCS Y JKCHIIMH, Yallle MPUMEPHO Ha
TPEThU — JECAThIE CYTKH CO JIHS Haudajia Teparnuu HEMPSIMbIMU aHTHUKOATyJISHTaMHU.
Pa3Butre qaHHOTO OCIIOKHEHWS HAYMHAETCSI ¢ BOBHUKHOBEHUS KPACHBIX OJISIIEK 10-
CTATOYHO IJIOTHOM CTPYKTYphl. JIaHHBIM OJISIIIIKaM MPUCYIITH BeChMa YETKHUE TPaHU-
IbI, KOTOPBIE YK€ Yepe3 HEeCKOJIbKO YacoB MPUOOPETaIOT (PUONETOBBIN JTNOO YepHBIN
OTTEeHOK. Ha mopaxeHHBIX yJacTKax BBICTYMAIOT My3bIpU, KOTOPBIE CO BPEMEHEM T1e-
pPEXOAAT B sI3BY M cTpym. M30aBUTHCS OT JaHHOTO poja MOPaKEHUM HE TaK YK IMpo-
cto. Ecniu BapaprHOBEIIl HEKPO3 ycCIeN pa3BUThCS, TOT/Ia OTMEHA MEIUKaMEHTa yiKe
HE ChITpaeT HUKAKOW posid. BOZHUKHYTH 93TO OCIOXKHEHHE MOKET Ha KOXXHOM I10-
KpoBe Oejiep, MOJIOYHBIX XKeJe3, ATOAMI] U IPYTUX MECTaX HAauOOJBIIEro OTI0KECHHUS
xupa. JlozupoBka BapdaprHa HE UMEET COBEPIICHHO HUKAKOTO 3HaueHus. B nanHoM
cily4ae 0coOyr0 poJib UrpaeT KoaudecTBO mporerHa C B opraHu3Me deioBeka. Tak
Kak BaphapuH YMEHBIIAET YPOBEHb (PU3UOJOTUUECKOTO AaHTHKOATYIISIHTA - IPOTEHHA
C ObicTpee, yeM (hakTOpOB CBEPTHIBAHUS KPOBH, TO B Havalie JCYCHHS] BOZMOXHO T1a-
paJoKCallbHOE YBEJIMYEHUE CBEPTHIBAIOLIMX CBOMCTB KPOBHU (U1l MPEAYNPEKICHUS
ATOr0 MHOTHE TIAIIUEHTHI B HaYaJje JieueHUs Bap(hapruHOM TakKe MOTYyYaroT TemapuH).
[ToaTOMy BO3MOKHO BO3HHMKHOBEHHE MACCHUBHBIX TPOMOO30B C HEKPO30OM KOXH M
raurperoi koneunocte. (bokapes M.H.. u coast., 2009; Boitnexosckuii B.B. u co-
aBT., 2012; Chan Y.C., et al., 1987). B nanHoii cuTyanuu naiydeHThl IEPEBOAITCS Ha
MpSIMbIE AHTUKOATYJISIHTHI, B TSDKEJIBIX CIIy4yasX Ha3HAu4aroT TPaHCHY3UH CBEKE3aMO-
pokeHHOH ma3Mbl u Tpernapatsl ButamuHa K. [locmennee Bpems mpu nedummre
nporenHa C ucnoap3yercs ero (apMakoJIOrHyecKuil npenapat cenpoTuH. CXOIHYIO
KJIIMHUYECKYIO KapTUHY HAOJII0AA0T NpU T€NapuHOBOM HEKPO3€ KOXKH, KOTOPBI, BU-
JUMO, OOYCIIOBJIEH OKKJIFO3UEH MEJIKUX COCYJ0B B pe3yJibTaTe MOBBIIICHHOW arpera-
uuu TpomoonmnToB (bokapes U.H.. u coast., 2009).

B cBs3U C BBINIEU3IOKEHHBIM B MOCIEIHEE BPEMs aKTUBHO HJIET MOUCK alb-
TEPHATUBHBIX MPENapaToB JJisi MPOBEACHUS BTOPUUHOU MPOPUIAKTUKU TPOMOO30B Y
MalKMEeHTOB, KOTOPBIM MO KaKuM JIMOO MpUYMHAM MPOTUBOINOKa3aH BapdapuH. [Ipu-
MEHEHHUE MapeHTEPAIbHBIX aHTHUKOATYJISIHTOB C 1I€JIbI0 MPO(UIAKTUKH TpoMOOoOpa-
30BaHUsl IOBOJILHO OOPEMEHUTENIBHO ISl OOJIBHOTO M YacTO 3aKaHYMBAETCS HU3KOU
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MIPUBEPKEHHOCTHIO K JieueHU10. Bapdapun kak npenapart nepBoi JUHUUA aHTHUKOATry-
JSTHTHOM TEPAIMM B MOCIEHEE BPEMS aKTUBHO 3aMEHSIOT OPAJIbHbIE AHTUKOATYJISIH-
Thl — MPSIMOM UHTMOUTOP TPOMOMHA AAaOUraTpaH U npsiMble THTUOUTOPHI (hakTopa Xa
— puBapokcabaH M anukcadaH, BbI3bIBAIOIINE MEHBIIEE KOIMYECTBO OCIOKHEHUU U
HE TpeOYIIIMe CTOJb YaCTOTO KOHTpOJisl Koaryjorpammel (Boiiiexockuit B.B., u
coaBrT., 2012; Connolly S.J., et al., 2009; Nagaracanti R., et al., 2011; Patel M.R., et
al., 2011; Granger C.B., et al., 2011).

Puc. 33. Bapghapunoewtit nekpo3 kosxcu

IIpogpunaxmuka u newenue kposomeuenuti npu npueme AHJ/[

Yactoil mpuynHON HEMpPaBWJIBHOTO JO3UPOBaHUs BapdapuHa, Kak U APYrUx
JIEKapCTBEHHBIX MPENapaToB, CIYKHUT 3a0bIBUMBOCTH OOJIBHBIX, BCIEICTBUE YETO OHU
b0 TPOIYCKAIOT OYepeaHoi mpueMm mpemapara, u tornra MHO cHmxkaercs, au6o
MPUHUMAIOT JOMOJHUTENFHO JUIIHIOW 03y €ro, 3almaMsIToBaB, YTO paHee YyxKe MpH-
Hsun Tabnetky npenapara (bapkaran 3.C., 2001, 2005; Markis M., Watson H.G.,
2001). Bo uzbexanue Takux OmMHUOOK CIEAYET PEKOMEHIOBATH OOJBHOMY 3apaHee
pacdacoBbIBaTh TaOJETKU B KOPOOOUYKAX, UMEIOIIUX MAPKUPOBKY MO JHSIM HEAENH
(bapkaran 3.C., 2001, 2005). Puck remopparuili HEyKJIOHHO BO3pacTaeT MO Mepe
yBennaenrne MHO: npu nudpax Mmenee 2,5 OHU KpaiiHe pelKd, IPH YPOBHE OT 2,5 10
3,0 — penku 1 00BIYHO MUHUMABHBL. [l03TOMY 1ETb MOHUTOPUPOBAHUS — MOJACP-
xuBath MHO nmke 3,0 — 3,5. [Ipu npeBbimennn 3tux nudp mno3a Bapdapruna 10mx-
Ha OBITh CHWIKEHA M KOHTPOJh 32 ypoBHeM MHO yuamien, a 6onpHbIE Oonee Tiia-
TEIHHO TPOBEPSIOTCS HA HAJIMYUE CUMIITOMOB KPOBOTOYMBOCTH M DPUTPOIMTOB B
Moue.

[Tpu camxennn MHO Hmke HAMEYEHHOTO YPOBHS MPHUOETAIOT K IPOOHOMY
HA3HAYCHHIO JOMOJHUTENBHBIX 103 Baphapuna. Llenecoobpazno crymeneoOpasHoe
MOBBIIIEHUE J103bl — Hampumep, no Y4 tabnerku, 1.e. mo 0,12 Mr exeaHeBHO (Mpu
oueHb HU3kOM MHO) unu yepe3 JIeHb 10 JOCTHKEHUS HEOOXOIMMOTO MapaMmeTpa
3TOTO UHJEKCA.
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[Tpu noseimienun MHO 1o 4,0 — 4,5 u B cinyyae OTCYTCTBHSI KaKMX-TUOO re-
MOpparuyecKux MposiBICHUN JENa0T NepephIB B MpueMe BaphapuHa mnojJ KOHTPOJIEM
IIT na 1-2 nus no BozBpata MHO k Hy’ KHOMY YPOBHIO.

[Tpu nossimenun MHO 6onee 5,0, Hapsy ¢ BpeMeHHOM OTMEHOM BapdapuHa,
OJIHOBPEMEHHO Ha3HAYaloT MPUEM BHYTPb WM B UHBEKIUAX mpernapaT BuTamMuHa K
o 1-2mr/cytku 1o cHmwxkenuss MHO k He0O0X0auMOMYy TepaneBTHUYECKOMY YPOBHIO.
YacTo mymg 3TOro AOCTaTOYEH OAHOKpATHBIM IpueM BHYTpb 1,0 Mr Burammua K
(Ageno W., et al., 2002).

Ecnu npu noeeimenHsix muppax MHO y OonbHOro oTMEHaroTCcsi cepbe3HbIe
reMopparuyeckue nposiBjaeHust (puc. 34, cM. LBETHYIO BKJIAJKYy), TO OH HaJJICKUT
HEMEJJICHHOM BPEMEHHOW rOCIUTANIM3alM1, OTMEHE NpueMa BapdapuHa, BBEACHUAM
BHYTPUBEHHO WJM BHYTpb BuTamuHa K. Ilpu Oonblminx KpoBOTEUEHHUSX — BBIOJIHS-
I0TCA TaKkxKe TpaHCc(y3un cBexke3aMopokeHHOU mina3mbl o 500 — 800 mu/cyT.

[Ipu kpoBOTEUEHMSIX, BBI3BAaHHBIX BapdapuHoM npu HeBbicokoM MHO (okono
3,5), cieayet nymath aub0 0 HaMM4YMU aHoManuu ¢dakropa IX, 1100 0 Hepacmno3HaH-
HOM Jpyrom 3a0o0jieBaHUU, MpeJpacrojararoiemM K KPpOBOTEUEHHUSIM (S3BEeHHOU 0o-
JIE3HU, IPO3UBHOTO TracTpUTa U JAp.). AHOManus ¢akrtopa |X jmerko moareepkaaercs
WK, HA000pOT, uckitouaercs onpeaenenrem AIITB. B atom ciywae ans kynuposa-
HUSI KPOBOTEUYEHUI HEOOXOAMMBI TPaHC(HY3UH CBEKE3aMOPOKEHHOH I1a3Mbl (HE Me-
Hee 800 M B epBblid AeHb ¥ 10 S00 M1 B MOC/IEAYIONIME THU JO MOMEHTa HOpMaJlv-
saruu AIITB). Eme 6onee 3pdekTUBHBI NpH TaKOW CUTyallud BHYTPHBEHHBIC BBE-
JICHUSI OYMIIEHHBIX (UPMEHHBIX KOHILEHTpaToB ¢akTopa IX. Ilpu kpoBOoTEUEHUSX,
00yCIIOBJICHHBIX HEBBISIBJICHHBIMU paHee 00JIE3HSIMU KeTy/IKa U KUIIEYHUKA, HapsAy
C BpEMEHHOM 0TMEHOM Bap(daprHa MPOBOAST COOTBETCTBYIOIIYIO MATOT€HETHUECKYIO
Tepanuio 3TUX 3a007eBaHUM, Ha3HAYAIOT MPUEM BHYTPb WM B BHJIE JIOKAIBHBIX
OPOIIEHUN aMUHOKAIIPOHOBOW KUCIOTOM.

B niesoM HY’)XHO OTMETHUTH, YTO MPU MPABWIBHO OPraHU30BAaHHOM JIabopaTop-
HOM KOHTPOJIE TEMOPPArn4eCKUe OCIOKHEHUSI KpallHe PEAKU MPHU IJIUTEIbHOM MpH-
eMe kymapuHoB u nogaep;kann MHO Huxe 3,0 u B OOJIBIIMHCTBE CBOEM OTpaHU-
YUBAIOTCS MUHUMAJIbHBIMU UM MAJIBIMU MPOSIBIICHUSIMU.

[Tpu Gompmmx mepemo3upoBkax AHJI OvicTpoe KynupoBaHHWE KPOBOTCUCHHIA
MOJKET OBbITh JOCTUTHYTO BHYTPHMBEHHBIM BBEJIEHUEM CBEKE3aMOPOKEHHOM IUIa3MBbl,
MpenapaToB MpOTpPOMILIEKC Wik pekomOuHaHTHoro Vlla dakropa B cpemnux Tepa-
neBTrueckux no3ax (bapkaran 3.C., 2005; Hambleton J., et al. 2002; Holland L.L.,
Brooks J.P., 2006).

3.C. bapkaran (2005) ormeyan, 4YTO COTPYAHUKH PYKOBOJUMOW UM KIMHUKU
4acTO CTaJKHUBAIOTCSA C «HABEAEHHOW» KyMapHHOBOM KpPOBOTOYHMBOCTBIO, KOTOpas B
MOJIABJISIONIEM OOJBIIMHCTBE CIydaeB ObICTPO KyMUPYETCs MapeHTEepPalIbHBIM BBEJIE-
HUEM npernapaToB BUTaMuHa K, TpaHCQy3usAMH CBEKE3aMOPOKEHHOM MIa3Mbl U/WIN
BBEJICHUEM KOHLEHTPATOB (haKTOPOB MHPOTPOMOMHOBOTO KomIuiekca. [IpmumHamu
«HaBEJICHHOW» KYMapHHOBON KPOBOTOYMBOCTHU SIBISIFOTCS: CKPBITBIA IPUEM OOJIbHBI-
MU C MCTEpUEH W JAPYTMMH ICHUXWYECKHUMH PACCTPOWCTBAMHM AHTHKOATYJIIHTOB He-
MPSIMOTO ACHCTBUS; CIyYalHbINA IPUEM KyMapHHOB BMECTO APYIHMX JIEKAPCTBEHHBIX
CPEIICTB; MPU HAPYLICHUH MaMITH U U30BITOYHOM MpPUEME aHTUKOAryJSIHTOB HEIps-
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MOTro JIeHCTBUSI (CTapuecKasi aMHe3Us1); 100aBJICHUE B MUIIY 3HAYUTEIbHBIX 03 KY-
MapyvHOB WJIM KPBICUHOTO $i/la C LIEeNbI0 yOMIICTBA MM CaMOYOMICTBA; CilydaliHbIE
MOMNaJaHus B POT WJIM B MUILY BEIIECTB COJIEPKANIUX KyMapUHbI UIU KPBICUHBIN S,
MpUeM ¢ MUIEeH KyMapUHOB MOJIOJBIMU JIFOJbMHU MPHU3BIBHOTO BO3pAcTa C IEJbIO
MIPOBOKAIIMY T€MOPPAruiyecKOro CHHAPOMA JIJIi OCBOOOXKICHUSI UX OT CIY>KOBI B ap-
MUH; TIPU JICUCHUH U CaMOJICYCHUU TpaBaMH, B COCTAB KOTOPBIX BXOJUT CIIAJKUN
kieBep (bapkaran 3.C., 2005).
OtpaBneHue cynepBapdapuHamu

[Tpumenenue poaentunuaoB (PIL]) (ot nat. rodents, poa. manex rodent is —
rpei3ynui U Caedo — yOWBai) — MECTUIUA0B M3 TPYIIBLl 300IHI0B - SBISCTCS
HaubOonee 3QPEeKTUBHBIM XUMHYECKUM CHIOCOOOM OOpbOBI ¢ Tpbhi3yHamu. s yHU-
YTOXKEHUSI TPHI3YHOB MCIOJIB3YIOTCS pasHOOOpa3HbIe XUMHKATHI, K KOTOPBIM OTHO-
catcs: pochun anoMuHUS U GocPua HUHKA, MBIIIBSIK, TAJTUN, CTPUXHUH, KapOOHAT
Oapusi, HenpsiMble aHTUKoarylssHThl (Xenpu [.A., Yaiizman X.M., 1998). B nacros-
mee Bpems HauOousbliee pacnpoctpaHenue noayuwnu P  xmaccoB  1,3-
WHJAHIUOHOB M 4-THIAPOKCUKYMapHWHOB, O0O0JIaJIaloIIie AaHTHUKOATyJsSHTHBIM MeXa-
HU3MOM JEHCTBHS U M30UPATETbHOCTHIO B OTHOIICHUU IICJICBBIX BUOB KMBOTHBIX.
OtpaBnenue PJIL] BcTpewaeTcs ropa3io pexke, 4eM OTPABJIECHUS APYTMMU TOKCHYeE-
CKUMH BEIIECTBAMHU, OJTHAKO KOJHUYECTBO TAKHX CIIydaeB MocTossHHO pactet (Litovitz
T.L., etal., 2001, 2002; Watson W.A., et al., 2003; Spahr J.E., et al., 2007). B 3apy-
OeXXHOM JNHTEepaType BCTPEYAEeTCs] MHOTO paloT, MOCBALIEHHBIX OoTpaBienuto PJILI,
o0JaJaroNIMMU aHTUKOATyJITHTHBIMU cBOMcTBaMU. OTMEYaeTcsi, YTO YCTAaHOBUTD JTH-
artHo3 (MpUYUHY KOAryJjolaTHH) 4YacTO OBIBAET HE NPOCTO, T.K. MAIMEHTHI JHOO
CKPBIBAIOT yMOTpeOJieHne mpemnapara, Ju00 HE MPHUAAIOT €r0 CIy4alHOMY BO3/Ei-
ctBuio Oounbinoro 3uadenus (Kruse J.A., Carlson R.W., 1992; Huic M., et al., 2002;
Zhao S.L., et al., 2010). Chua J.D. and Friedenberg W.R. otmeuatot, uto B CIIIA B
1988 roay 3apeructpupoBano 5133 ciydaeB BO3E€HCTBUI W OTpaBIICHUN CylepBap-
dapunamu, B 1995 rony — 13423, ux npUUHUHBI: CIyYalHBIA MTPHUEM, TTONBITKA CaMO-
yOuiicTBa, ICUXWYECKUE paccTpoicTBa (cuHapoM Mionxraysena). [lo manasim Wat-
son W.A. et al., B CIIIA B 2004 roay ObL10 OTMEUYeHO Oojice 16 ThICSY ClydacB
otpasienuit P/II, u3z vux 15000 ciiyyaeB y geTei.

Paznuuaror P/IL] ocTtporo m xpoHuueckoro aeucTBus. B Hacrosiee Bpems Ha
teppuropun Poccuiickoit ®@enepanuu paspemensl Kk npumenenuto PJIL] octporo
neuictBusi: hochun nuaka u 1-sadptuntromoueBuHa (Kpwicum), peKOMEHI0BaHHbBIE
IUIsl BKJItoueHust B peuentypsl paznuunbix PJIIL cpeactB (IIpoBeaeHue 3KCTpeHHBIX
MEpONPUATUI MO AE3UHCEKINU U JAEPaTU3alMU B MPUPOJIHBIX OYarax 4Yymbl Ha Tep-
putopun Poccutickoit ®enepannun. Meroguueckue ykazanus. Mocksa. 2009).

bonsmmHCTBO coBpemMeHHbIX PJILl XpoHHMYECKOro AEWUCTBHS SBISIOTCS HEIPS-
MBIMU aHTUKOArysisitHtamMu. Kak mpaBuiio, OHU HE pacTBOPUMBI B BOJE, HO pacTBOpPSI-
I0OTCSI B OPraHUYECKUX PACTBOPUTEISIX; COXPAHSIOT CBOM TOKCHYECKHE CBOWCTBA B
TEUEHHE HECKOJIbKUX JIeT, 00JIaIal0T Pe3KO BhIPAXKEHHBIMU KYMYJISITUBHBIMH CBOM-
crBamu. Jlns PJII] xapakTepHO CpaBHHUTEIBbHO JINTEIBHOE pPa3BUTHE IIpoliecca
OTpaBIICHUS, CIIOCOOHOCTh B MAaJbIX KOJIMYECTBAX KYMYJIHUPOBATHCS B OpPraHU3ME
3BEPHKOB 0 JETAIBbHBIX 103. Mexanusm neiictBus OonpimuHcTBa PJIL] 3akmouaercs

166


http://www.microsofttranslator.com/bv.aspx?from=en&to=en&a=http%3A%2F%2Fwww.ncbi.nlm.nih.gov%2Fpubmed%3Fterm%3D%2522Chua%2520JD%2522%255BAuthor%255D
http://www.microsofttranslator.com/bv.aspx?from=en&to=en&a=http%3A%2F%2Fwww.ncbi.nlm.nih.gov%2Fpubmed%3Fterm%3D%2522Friedenberg%2520WR%2522%255BAuthor%255D

B MHTHOUpoOBaHUM BUTaMHHA K, KOTOPHIM yyacTByeT B mpoliecce cuHTe3a (GakTOpoB
CBepThIBaHMs. TUNMUYHOE BpeMsl Havasla Pa3BUTHUSI KIMHUYECKUX CUMIITOMOB BaphH-
pyeT ot 3 1o 5 nueit ot nomaaanust P/I1] B opranuzm. 310 00yCIOBIEHO HAIUYUEM B
OopraHu3Me COOCTBEHHBIX 3amacoB BuTamuHa K, HEOOXOIUMBIX ISl CUHTE3a (PakTo-
poB cBepThiBaHMs. [locTenenHoe mpekpalleHue CUHTe3a COOCTBEHHOTro BUTamuHa K
MIPUBOJUT K PA3BUTUIO TSXKEJIOTO TEMOPPArnyecKoro CUHAPOMa, KOTOPHIN U SBIISIETCS
MPUYNHOMN THOENIN IPHI3YHOB.

Konnentpamuu aeiictyromiero Bemiecta (J[B) B mpuMaHKax CTOJIb MaJibl, 4TO
y JKMBOTHBIX HE BO3HUKAET OOOPOHUTENILHOW peakiuu Ha npuMaHky. Mcnonb3oBa-
HUE ATUX $JI0B MO3BOJISIET PACKIIAbIBaTh KPYMHBIC MOPIMHU MTPUMAHOK JJISI YHUUTO-
KEHUSI BCEX OOMTAIOMIMX 3BEPHKOB, CO3/1aBATh «TOYKH JOJTOBPEMEHHOI'O OTpaBlie-
Hus» ([IpoBeneHne >KCTPEHHBIX MEPONPUSTUN MO JE3WHCEKIMU U JIepaTh3allud B
IIPUPOAHBIX Oyarax 4yMsl Ha Tepputopun Poccuiickoin @enepanuu. Meroguueckue
ykazanus. Mocksa. 2009).

AnTtukoarynsutel 1 noxonenus (Bapgapunosbie PJIIl) nelicTByroT MeasieHHO
(rubenb TPHI3YHOB 3aTATUBACTCS /10 MecsIa) U TpeOyIoT Cepur MOBTOPHBIX 00pabdo-
ToK (0T 3 10 6 pa3). Cpoku jaeparu3aluu MpU ITOM 3aTAruBarorcs a0 15-20 nHe,
MHOTJIa 10 MEeCAIIa.

AHTUKOAryJIsiHTHI 2 TIOKOJIeHUs — cynepBapdapunsl (Opoaudakym, 6pomaano-
70H, GuokymadeH, nudeTrnanon u qudeHakym) ASHCTBYIOT ObICTpee: THOeb 3BePh-
KOB HacTynaet uyepe3 4-10 nHeld mpu OJHOKPATHOM INOeAaHWW NnpuMaHku. B 3Ttux
POAEHTUIIMAOB OTHOCATCA K 1 Knaccy omacHocTH. (IIpoBeneHne 3KCTPEHHBIX MEpo-
OPUATUIN 10 JE€3UHCEKIMU U JIepaTh3aluy B IPUPOJHBIX OYarax 4YyMbl Ha TEPPUTO-
pun Poccuiickoit @enepaunn. Metoanueckue ykazanus. Mocksa. 2009). CynepBap-
dbapuHbl OB MPEJIOKEHBI JI1 OOPHOBI C TPHI3YHAMH, YCTOMUHMBBIMHU K JIEHCTBUIO
BapdapuHa. B oriauune ot BapdapuHa, KOTOPHIM JETKO BBIAEISAETCS U3 OpraHu3ma,
cyrnepBaphapuHbl HAKAIUIMBAIOTCA B MIEUEHU U MTOYKaX MOCJE UX YyIOTPEOICHHUS.

PoneHTunuiHble CpeACTBa aHTUKOATYISTHTHOTO JIEUCTBUS BBIITYCKAIOTCS B BUJIE
KOHIIEHTPATOB (TOPOIIKH, MACThl, TEJIM U PACTBOPHI), a TAKKE TOTOBBIX MPUMAHOK C
HEWUTpaJIbHBIMU HANOJHUTENSIMU. B 1ensx pacro3HaBaHus SAOBUTHIX MMPUMAHOK HX
OKpAIIMBAIOT B pa3audHbIC I[BeTa. Bo n30exkaHune cydailHOTO OTpaBiICHUS JIIOIECH U
JIOMAIITHUX KUBOTHBIX B KOHLIEHTPATHI M MPUMAaHKHU C aHTUKOATYJISIHTAMH 2 MOKOJIe-
HUs 100aBisieTcs ropeub (Outpekc). Pacxoa mpuMaHOUHBIX TPOIYKTOB MPU UCTION b-
30BaHUU AHTUKOATYJISTHTOB B HECKOJIBKO Pa3 MPEBBIIIAET PacXo] C A1aMH OCTPOTO
JNEUCTBUA.

Ha paszsbpix stamax npurotoBieHuss u npumenenus PJ/IL[ cpeacts Bo3MoxeH
KOHTaKT paOOTalIIMX U HACEJICHHS] C JICHCTBYIOIIMMM BEHIECTBAMU M TOTOBBIMU
npenapaTuBHBIMUA (pOpMaMU HA UX OCHOBE.

B.U1 lenucenxo (2008) mpoBen rUTHEHUYECKYI0 U TOKCUKOJIOTMYECKYIO OLIEHKY
npenapaToB Ha OCHOBE Opomajuosiona u 6poaudakyma. PJIL] npenapatsl 2-ro moko-
JICHUS Ha UX OCHOBE (KOHIEHTPAThI), COMNIACHO TMTMEHUYECKOM Ki1acCU(UKAIUU Tie-
CTUIIUJIOB IO CTENEHU OMACHOCTH, MPU OJHOKPATHOM MEPOPATIBLHOM BO3JIEUCTBUU
OTHOCSITCSI KO 2-MY KJIaCCY OMAaCHOCTH (OMacCHbIE COCIMHEHUS), IPU IEPMATIBHOM — K
3-4-My KJ1acCcy, OKa3bIBaIOT C1a00 BBIpaXEHHOE pa3[pakaroliee NeHCTBHE Ha CIU3H-
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CThIe 00OJIOUKH TJla3a, HE 00JaJaloT pa3ApakarolluM JIEHCTBUEM Ha KOXY, HE OKa-
3bIBAIOT CEHCUOMINU3UPYIOIIEro AeicTBUsA. C y4ETOM CHIIBHO BBIPAKEHHOTO KyMYJs-
TUBHOTO JEUCTBUSL U KOKHO-PE30POTUBHOM TOKCUYHOCTH KOHIIEHTpAaTa OTHOCSITCA K
1-my knaccy onacHoOCTH (Upe3BbIUAHO OMACHBIE COETUHEHHUS).

['oToBBIE TTpUMaHKU MOCTOSIHHOTO cocTaBa (21 mpemnapar) Ha ocHOBe Opoma-
IuoJiIoHa U OpoaudakyMa mpu OJHOKPATHOM IEPOPATIBLHOM U JIEPMaIbHOM BO3JEM-
CTBUU OTHOCATCA K 4-My KJIacCy ONAaCHOCTH (MaJIOOTIACHBIE COETMHEHHUSI ), OKa3bIBAIOT
c1abOBBIpAXKEHHOE pa3apakaroliee JAeHCTBUE Ha CIM3UCThIe 000JI0UYKH Tiia3a, He 00-
JAJa0T pa3ipaxaroluluM JeCTBUEM Ha KOXY, HE OKa3bIBaeT CEHCUOMIM3UPYIOIIETO
nevictBusi. C y4€TOM CHIIBHO BBIPAKEHHOTO KYMYJISTUBHOTO JCHUCTBUSI OTHOCATCS KO
2-My KJ1accy ONacHOCTH (OTIaCHbIE COSAMHEHUS).

. Xenpu u X. Yazman (1998) ormeuaror, uyTo aaxke ofHa Ao3a cynepsapdapu-
HOB MOXET BbI3BATh NMPU3HAKU OTPABJICHUS C TSXKEIBIMU U COXPAHSIOMIUMHUCS J0JITOEe
Bpemst nocaeactBusamu. I1o nanueiv Mack R.B. (1994),koarynonatuio, 00yCIOBIICH-
Hyto nedunmuroM ButamuHa K, MoxeT Bei3Bath 1 Mr cynepBapdapuna. CynepBapda-
punbl B 100 pa3 cunbHee B CpaBHCHHHU C BappapuHOM - yBEIWUYEHHUE AKTUBHOCTH
OPUBOAUT K JUIMTEIBHOM KOAryjJomaTUX MPOAOJKUTEIBHOCTBI0 OT HECKOJIBKUX
Hesenb 10 Heckonbkux mecsies (Corke PJ., 1997).

[Ipu HapymeHMn peKOMEHAyeMbIX HOpM pabotel ¢ PII[ u wMep
IPEAOCTOPOKHOCTH MPU UX HUCIOJb30BAHUM BO3MOKHO Pa3BUTHE OTPAaBJIEHUS, MPH-
3HaKaMH KOTOPOTO SIBJIAETCSI TEMOPParudyeckuii CMHAPOM (FreMOpparuu Ha KOoxe, HO-
COBBIE KPOBOTEUYEHUS, CTYJ C IPUMECHIO KPOBH WM «MEJIEHA», FEMaTypusi, KpOBO-
XapKaHbe), c1abocTh, OJIETHOCTD, OJBIIIKA, aHOPEKCHsI, PBOTA, CUHKOIIE, OOJb B JKH-
BOTE. B OONBIIMHCTBE ONMUCAHHBIX B 3apyOEKHON JUTEpaType CIIydaeB MAIllUEHTHI
HaXOJUINCh B KOHTaKTe ¢ PJIL], mpuMeHseMbIMU B IOMAIIHUX YCIOBUAX, paboTas Ha
3aBosiax no npousBoAcTBY P/IL] wim koHTakTUpys HemocpeacTseHHo ¢ PILL, conep-
xamumucs B apyrux cpeacrsax (Abell T.L., et al., 1994; Park B.K., et al., 1986;
Zupancic-Salek S., et al., 2010; Gunja N., et al., 2011).

N.B. KonocoBa u coat. (2012) npuBenu nBa ciaydas KpUMHHaJIa — OTpaBlie-
HUS POJCHTHUIIMIAMH CBSI3aHHBIC CO CITY>K€OHOU NesTenbHOCThIO. [TocKoNbKy Iepro
MOJTY’)KM3HU BapdapuHa cocTaBiseT 17 4acoB, Ha3HaUYEeHHE TpenapaToB ButamuHa K,
u/vmn Tpancdyzuu C3I1 mosBomsitoT ckopperupoatb MHO, a npu oTpaBieHuu cy-
nepBapapruHaMu, UMEIONTUMU MIEPUOJT TOTYKU3HHU 10 69 CyTOK, MOCie mpekpaie-
Huga Tepanuu ButamoHoM K, MHO cHoBa ynnuHsieTcsi, 4TO ObLJIO OTMEYEHO Yy JIBYX
ATUX MAlMEHTOB. ABTOpPbl OTMEYAIOT 3HAYUTEIBHOE 3aTpyAHEHUE nuarHoctuku K-
3aBUCHUMON KOAryJionaThM B CIydasX KPUMHUHAIBHOIO XapakTepa W MPEUMYIIECTBO
MPUMEHEHUS] KOHIEHTPATOB MPOTPOMOMHOBOIO KOMILJIEKCA B MOAOOHBIX CUTYaIHSIX
0 CPAaBHEHHIO C TPAHC(]Y3USIMU CBEKE3aAMOPOKEHHOM TUTa3MBlI.

JluarHocTuka y manueHTa cynepBapdapuH-UHIYLIUPOBAHHOM KOaryJonaThuu
SBJISIETCSL CJIOXHOM 3a7adeil, MOCKOJIbKY HE BCErJa €CTh yKa3aHUs Ha KOHTAaKT C
orpasistomuM BeriectBoM (P/ILl), a HavanbHblEe KIMHUYECKUE MPOSIBICHUSI MOTYT
ObITh Hecnienuuueckumu. [Ipu noctymiaeHnn O0OIBHOTO € KOAryJjonaThueil HesCHOU
ATUOJIOTUM HEOOXOJUMO MPOBOAUTH AU((DEpEeHINANTbHYIO0 AUArHOCTUKY C OTpaBlie-
HueMm BapdapunoM, [IBC-cunapoMoM, TsKeNON leIuakuei, COMpOBOXKIAONIecs
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Manbabcopoimeit ¢ nedururom ButamuHa K, ¢ Bo3nelicTBUEM MaTOJOTMYECKUX WH-
ruoutopoB koarynsiuu u T.10. (Corke P.J., 1997). K coxanenuro, onpeneicHue B
KpoBU cynepBapdaprHOB BO3MOXHO HE B KaXJOM JIa)K€ KPYIMHOM MEIUIIMHCKOM
nenTpe, moaromy Nelson AT et al. otMeuaroT He0OOXOIUMOCTD SMITUPUICCKOTO BBE-
NeHns BbICOKMX 103 BUTamuHa K mpu nmogo3pennn Ha otpasinenue P/ILl. OcHoBHas
rpynna nocTpajaBlIMX OT BO3AECUCTBUS cynepBapdapuHOB — 310 ety Ao 19 ner. ¥V
B3POCIIBIX OTpaBJIEHUS ACIATCS Ha MpeJIHaMepeHHbIe (MOMbITKa CaMOyOMNCTBA WU
KaK TPEJICTaBICHUE HMHUTHUPYEMOTO pPACCTPOMCTBA), CiIydyalHbIE M HEU3BECTHBIC
(Nelson A.T., et al., 2006). B GonpmIMHCTBE CllydaeB NUATHOCTHPYIOTCS HE3HAYU-
TeJIbHBIC HAPYIICHUS, OMpeae/isieMble KaK HEKOTOPbhIE NMPU3HAKW WM CUMITOMBI B
pe3ynbTate BO3JAEHCTBUA 571a, HO OBICTPO yCTpaHEHHbIe, 0€3 OCTaTOYHOW MHBAJIU-
HOCTH; Ha BTOPOM MECTE MO YacTOTe JUATrHOCTUPYIOTCS HAPYIICHUS YMEPEHHOM TSi-
KEeCTU ¢ OoJiee BRIpaKCHHBIMU NTPU3HAKAMH W CUMITOMaMU BO3JEHCTBUS, TOTPEOO-
BaBIIMMU Ty WIM UHYIO (OpMY JieueHuUs, HO O€3 HACTYIUICHHUs] WHBAJIUIHOCTH; 3HA-
YUTEJIBHO Pe’Xe UMEIOT MECTO CEpbE3HbIE MOCIEACTBUS (OMacHbIE AJIsl KU3HU COCTO-
SIHUSL WJIM HACTYIUICHUE WHBAIMIHOCTH) M OYEHb PEJIKO - cMepTeabHbIN ucxon (Lito-
vitz T.L., et al., 2001, 2002; Watson W.A., et al., 2003).

[locTpanasiero cienyer HEeMEIJIEHHO OTCTPAHUTh OT KOHTAaKTa CO CPEJICTBOM,
OCBOOOJHTH OT 3arpA3HEHHON OJEXK/bI, CO3AaTh MOKON U TEMJIO, U CPOYHO MPHUHSITH
MEpHI 10 YAAJICHUIO A/1a U3 opranusma. [Ipu ciydaifHOM MomnajgaHuu CpejcTBa B Ke-
JYJIOK TOCTpaZaBIIeMy CJeAyeT HEMEIJIEHHO BBIUTh HECKOJIbKO CTaKaHOB BOJbI
WU pacTBopa MapraniieBo-kucioro kamus (1:5000, 1:10000), 3aTteM BbI3BaTh PBOTY,
JaTh aKTUBUPOBAHHBINA yToJib U cosieBoe ciaabutenbHoe (20-25 r cynbdarta HaTpus B
CTakaHe BOJbI). B kauecTBe aHTHAOTA MIPH CIy4alHOM OTPaBICHUM MPUMEHSIOT BU-
tamusbl: K1 (¢puromenannon), K3 (Bukacomn). [Ipu monmaganuu cpeacTtBa Ha KOXKY
HE0OXOAUMO ITPOMBITH €€ TEII0N BOI0M ¢ MbuToM. [Ipu monaganuu cpeacTBa B riiasa
pEKOMEHyeTCss OOMIIBHO MPOMBITH MX BOAOW Wi 2% pacTBOPOM MHUIIEBON COIbI,
nocie 4yero 3akanath 1-2 xamnu 30% pactBopa cynbdaruia HaTpust (a1b0yuaa).

JInarHOCTHMKa OCHOBBIBA€TCSI Ha aHAMHE3€ OIMCAHHBIX BBHIIIE KIMHUYECKHUX
CUMIITOMOB, aHajn3¢ KpOBU (aHEMUs, TPOMOOLUTONECHUS, THIONPOTEUHEMHUS, I0-
BBHIIICHHE IET0YHON (ocdaTasbl, BOSMOKHO YMEPEHHOE MOBBIIICHUE MEYSHOYHBIX
depmenToB). BaxHOoe MecTO B AMArHOCTUKE OTPABICHUS KyMapUHAMH OTBOJUTCS
KOaryJorpamme, rJ€ BbIABISIIOTCS: YBEIUYEHUE MEXKIYHAPOJIHOTO HOPMHUPOBAHHOTO
otHowenuss (MHO), npoTpoMOMHOBOrO BpeMEHU M AKTUBHPOBAHHOTO YaCTUYHOTO
tpoMOorutactuaoBoro Bpemenu (AUTB), camxenune yposueit I, VII, IX u X dakro-
POB CBEpPTHIBaHUS KPOBHU.

[Ipu nmpoBenenun auddepeHInanbHOr0 IUarHo3a MeXIy pPa3iudHbIMHU TpHU-
YyuHaAMU CHUXeHUs ypoBHs npokoaryistHToB l, VII, IX, X cinenyer umers B BULy,
yto Aedunut BuTamuHa K HaOmromaeTcs nmpu BeITeCHeHHH BuTaMuHa K n3 meTtabo-
nu3Ma (pakTOpOB CBEPTHIBAHUSI aHTHKOATYJISHTAMU HEMPSIMOTO JCHCTBUSI; HEAOCTa-
TOYHOM OOpa30BaHUM B KUIIEYHUKE U BCJIEACTBUE ATOTO HEAOCTATOYHOM MOCTYILIE-
Huu B opranu3M ButamuHa K (K-aBUTaMHUHO3 MpU KUILIEYHOM AUCOAKTEpUO3€ MEIU-
KaMEHTO3HOI'0 T'eHe3a, Yalle NpH JICUCHUH aHTUOMOTHUKAMM); MPHU IHTEPOIMATHUSIX C
npody3HbIMU TOHOCAMU; HapyILIEHUHW BcachiBaHus BuTamuHa K u3-3a HapylieHus
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MOCTYTUICHUS KETYM B KUIIEYHUK (MEXaHUYECKasl JKEJITyXa C aXxojuei); HeoHaTalb-
Hble (OPMBI, CBA3AHHBIE C HEJIOHOIIEHHOCThIO HOBOPOXKJIEHHBIX U HEJOCTATOUYHBIM
CHUHTE30M B KHIIIEUHMKE BUTaMHUHa K; TsKenple MopakeHHs MapeHXUMBbI MEYEHU
(octpsle guctpodun, renatuThl, Luppo3sl) (Mamaes H.H., Psa6os C.H., 2011; bap-
karaH 3.C., 2005; BacuibeB C.A., u coaBT. 2012; I'anctsan .M., 2012). Ognako npu
3a00JIeBaHUAX MEUECHU HaOJI01aeTcs enpeccusi He ToJibko K-3aBUCUMBIX (hakTOpPOB,
HO ¥ He 3aBucsuiero ot ButaMuna K ¢akropa V, yuer iuHaMuKu KOTOporo obJerda-
€T pa3rpaHUYCHUE TIEYEHOYHBIX U HEMEYECHOUYHBIX (JOPM reMOPParuyecKoro CUHAPO-
Ma.

Tepanust oTpaBieHUs HENPSAMBIMU aHTUKOAryJsitHTaMu BKItodaeT (Xenpu J[.A.,
Vaiizman X.M., 1998; Mamaes H.H., Ps6os C.H., 2011; BacunabeB C.A., 1 coaBT.
2012; BoiinexoBckuit B.B. u coast. 2012; I'anctsan I''M., 2012):

1. HemennieHHOE npekpaiieHue KOHTaKTa C aHTUKOATyJISTHTOM.

2. Tocniutanuzaius B OT/ACJICHUE PeaHUMAIMU 0€3 OJIeK bl He MeHee ueM Ha 24
yaca ¢ 3alpeToM IMOJy4YeHUs Nepeaad OT POJICTBEHHUKOB.

3. IlepenuBanue CBEXKE3aMOPOKEHHON TUTA3Mbl WJIM BBEJEHHUE KOHIICHTPATOB
daxTopoB nporpomobunoBoro komiiekca (KITK). [Ins koppekiuu remMocrasa peKo-
MeHayeTcs ucnoiab3oBath Tpexdakropusie KIIK y 6ompabix ¢ MHO Hmke — 4, y
6onpHBIX ¢ 6onpmuM MHO crenyer oTnaBaTh NMpeAnouTeHUE YEThIpeX()aKTOPHBIM
KIIK (Makris M., van Veen J.J., 2011). IIpu BeIpa)k€HHOM aHEMHUYECKOM CHHIPOME -
NEPENTUBAHNUE SPUTPOLIUTCOAECPIKAINX CPEICTB;

4, Haznauenune ButamuHa K. Jlyumie ucnons3oBath K; (puroMeHannoH), a He
K3 (Bukacom). Eciau y 60JIbHOTO HET aKTUBHOTO KPOBOTEUEHUS U HET HEOOXOIUMOCTH
cpouHoii koppekunu MHO, meTonom BbiOOpa SBISETCS MEpPOpabHOE Ha3HAUYCHHE
ButamuHa K; B noze 1 — 2 mr, npu 6onsiiom MHO niepopasnbHas 1032 MOXKET OBITh
yYBEJIMYEHA 10 5 MT; IJis JI€YEHUS] MAaCCUBHOIO, YIPOXKAOIIETO KMU3HU KPOBOTECUEHUS
ButamuH K; cienyer BBoaUTH B 03¢ 10 — 20 Mr MeyIEeHHO; MOCJi€ BHYTPUBEHHOIO
BBeeHUS 3P (dEKT HacTymaeT yepe3 2 — 4 yaca, MaKCUMaIbHBIA 3P EKT He3aBUCUMO
OT TYTH BBeJCHUs HactymaeT 4epe3 24 daca ([ancrsa .M., 2012; Nee R., et al.,
1999; Raj G., et al., 1999; Yiu K.H., et al., 2006). IToka3aTeian koaryaorpaMMsbl ciie-
IyeT NPOBEPSTh A0 UX MOJHOW HOpMaiu3auuu. MHOrJa Ha 3TO yXOASAT HENENU Wiu
Mecsnpl. Ecnu Henoctynen K1, To MOXHO Ha3HAYUTHh BUKACOIL.

Hauvano cunte3a paxTopoB CBEpTHIBAEMOCTH TMOCIE BBEJACHUS MPENapaToB BU-
tamuHa K Bapeupyer ot 6 10 12 yacoB, HOpManu3auus UX COJACPKAHUS HACTYIIAECT
gepe3 3 — 5 AHEH, TodTOMY 0 TpaHC(y3UH CBEKE3aMOPOKCHHOW TIIIa3MbI HIIH BBEIC-
Huga KIIK, kak ucrounuka ¢pakTopoB CBEpThIBaHUsI, 3a0bIBaTh HE CTOUT. Psiji aBTOPOB
YKa3bIBA€T, UTO B TSKEJBIX CIy4asX KOaryJoNnaThH CJeAyeT BBOAUTH Mpernapar pe-
komOuHaHTHOTO (pakTopa VIla (Bruno G.R., et al., 2000; Zupancic-Salek S., et al.,
2005; Logan A.C., et al., 2011).

[TponomKUTENLHOCTh MOAACPKUBAIOIICH TEepaluh COCTaBISIET aJid BapdapuHa
15 mueit, s PJALL 2-ro mokoJieHUsI WK HEU3BECTHOIO BHAA — B cpeaHeM | mecHil.
[Ipunsarue penieHust 0 TpeKpalleHUU TEPAnuu JOJKHO ObITh KOMIUIEKCHBIM U OCHO-
BBIBATHCSl HA MPOOHON OTMEHE Mpernaparta Mo UCTeueHUU 2-4 Helelb U ydeTe KOH-
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TPOJIBHBIX AHAJIM30B CBEPTHIBAIOLIEN CUCTEMBI KPOBH uepes 36-48 u 96 yacoB nociie
orMmenbl (Xenpu . A., Yaitaman X.M., 1998).

YuuThiBasg KpailHIOI0 PEAKOCTh OTpaBJICeHUs cynepBapdapuHamu, TPUBOAUM
puMep U3 COOCTBEHHOM MPAKTUKHU.

bonvnou K., 45 nem ecocnumanusuposan 6 Amypckyro obaacmuyio KiuHuye-
ckyto oonvHuyy 4.10.20112. 6 cesa3u ¢ nossienuem MacCuBHbvIX NOOKONCHbIX U GHYM-
PUKOIHCHBIX 2eMamoM, KPOBOMOUUBOCMU 0eCeH, HOCOBbIX KPOBOMEeYEeHUII.

U3 anamnesa uzeecmno, ymo enepevie nosiGIeHUe 2eMamom Ha Koice, HOCOBbIX
u decregvlx KposomeueHuti ommemun 6 utone 2011 2ooa. Toeoa d6vin cocnumanu3u-
po8an 8 mepanesmuieckoe omoeneHue 20poOCKoU OONbHUYbL, 20e NPU BbINOJHEHUU
Koazynoepammul 6vi10 ycmanosieno ygeaudenue AYTB oo 62,5 cex (npu nopme 00
35 cex), yonunenue npompomoburnosozo epemenu — 45,5 cex u MHO - 6. Ilpuuuny xo-
azynonamuu blACHUMb He YO0al0Ch.: NpUeM HenpsaMbulX aHMUKOA2yIaHmo8 NayueHm
Kamez2opuuecky Ompuyai, namojiocus NeyeHU, HCeNUHO020 NY3blpsi U HCeTYOOUHO-
KUULEYHO20 MPaKma npu muameibHoM 00ciedosanuu ovlia uckiodenda. boin 6wvi-
cmasnen ouacno3 “J{BC-cunopom uescnou smuonoeuu’’. Ilonyuan neuenue mpamc-
Qy3uaMU CBEIHCE3AMOPONHCEHHOU NIA3MbL, YMO ObICMPO NPUBENO K KYNUPOBAHUIO 2e-
MOPPA2UYEecKo20 CUHOPOMA, a 6ROCIe0CMBUYU U K HOPMATU3AYUU noxasameueu Koa-
eynoepammol. Yepes 0ee nedenu 6bi1 blnucamn 6e3 2emoppazuiecko2o CUHOpPOMA.

B xonye cenmsaopsa 2011 2 6Ho6b ommemun noseierue HOC08020 Kpogomeye-
Hus. B nepevix uucnax okmabps nocmynuin ¢ cmayuoHap no npuduHe Hapacmarouux
MHONCECMBEHHBIX 2eMAmMoM HA KoHeuHocmax u mynosuuje. I[Ipu mwamenvHom pac-
cnpoce Kame2opuyecku ompuyail npuem Kakux-iudo JleKapCmeeHHbIX Npenapamos,
BIUAIOWUX HA CBEPMBLBAIOWLYIO CUCEMY Kposu. M3 nepeHeceHnHbix 3a00ne8anuii om-
Meuan caxapuelii ouabem 6mopo2o muna 6 medeHue NocjleoOHux 5 nem, no noeooy
Komopozo noayuanr npomagan 10 e0 ympom u 10 eo seuepom na ¢hone coomseem-
cmeyrowel ouemvl. [lpu obcre0o8aHuy NeyeHU, HCENYHO20 NY3bIPs, MHCEeNYOOYHO-
KUUWEYHO20 mpaKkma u no4ex Nnamono2uu He Ovllo 0OHapydceHo. B Kiunuyeckom
ananuze Kposu: cemocnooun-103 /1, spumpoyumol - 3,66*1012/JZ,' JetUKoyumsl -
7,3*109/ﬂ,' mpomoboyumuwl - 250*109/JZ,' COD -35 mm/u; ceemenmosioeprvie - 5T,
numepoyumot —30%, monoyumul - 9%, s03unounst -4%, pemuxyroyumol — 7%o. B
Koazynocpamme (8blNOJIHEHHOU 8 NpueMHo-ouacHocmuyeckom omoeneruu): A4YTB —
62,5 cex, npompomburosoe epems - 45,5 cex, MHO - 9, J[-Ooumepsvr — ompuyameo-
nole, POMK — 28 me/%, ¢ubpunocen 3,5 o/n, mpomobunosoe epems -13,3 cex, An-
mumpomoun 1l -88%, npomeun-C — 5,0%, aecpecayus mpomboyumos: AJ[D - 23,9
cek, xomnazen - 19,3 cex, ¢ pucmomuyunom 78,8 cex, ¢paxmop VIII — 200%, IX —
6,0% . Yuumvieaa 3nauumenvroe crudicenue yposus |X gpaxmopa, nayuenmy 6vin
nocmasenex npedsapumensvhulll ouacno3 ‘“‘I'emopunus B”.

B oxmsabpe 2011 2o0a enepsvie 6vin ocmompen cemamonocom. Cocmosnue na-
yuenma pacyenero Kaxk msaxcenoe. B meuenue uemuipex oneu peyuousupos8anio Hoco-
goe kposomeuenue. Ha koowce 60nbuioe KOIULECTNEO 2eMOPPA2Ull PA3TUYHBIX CPOKOB
oasHocmu. B neeoti naxoeou obracmu oOwupHas 2emamoma, pacnpocmpanueuidsics
Ha neeoe 6edpo no eHympentel nogepxnocmu. QowupHnas cemamoma 6 ooaacmu Je-
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goti cmonvl. Ommeuanace OIUMENbHAS KPOBOMOYUBOCMb U3 MeCm uHbeKyui. Du-
3UKaIbHOE UCCAe008aAHUEe NAMON02UU HE BbIABUIO.

Juaenoz “lI'emogpunua B” O6vin ucknoyen, nockoivbKy Omcymcmeosal Haclieo-
CMBEHHbIU aHaAMHe3, NayueHm 8 MOJ000CMU 3AHUMAILCS. CNOPMOM U uzuiecKoll pa-
OOMOU, CIYHCUTL 8 APMUU, 8 KOA2YN02PAMME KpPOMe CHUdNMCeHUs yposHs axmopa IX
ommeyeHo yonuHeHue npompomourosozo epemenu u MHO, 3nauumenvHoe cHudice-
Hue ypoeus npomeuna C, umo He xapakxmepHo 0 cemopuiuu. Dakm uzbuenus (c
VUemoMm JOKANU3aAYUU 2eMamom) nayuenm Kame2opuuecky Ompuyai.

C yenvlo 0CMano6KU peyuouUsUPyIOUiec0 HOC08020 KpOBOmeyeHus Oblld Gbl-
NOJHeHa nepeoHsas mamnoHada Hoca. OcmMompeH 3HOOKPUHOLO20M: OUACHO3 — Ca-
xapuwti ouabem, || mun, 6 cmaouu dekomnencayuu, peKoMeHO08aHO - COONOOeHUe
Ouembwl, npomagan, mempopmu.

Ilo oannbim muenocpammvl 2emodIACMO3 ObLL UCKIIOUEH. 3aKatoyeHue no Koa-
2ynoepamme (8blNOIHEHHOU NOBMOPHO NOCAE KOHCYIbMAYyuu 2eMamosio2a): pes3Koe
sameonenue | — Il asz enewneco nymu ceepmouisanus, oeguyum axmopos npo-
MPOMOUHOB020 KOMNIEKCA - YOauHeHue axumokcosozo eépemenu (11 paxmop), nebde-
moKcoso20 8pemeHu (X ¢axkmop) u npompomoébunosozo epemenu (VI ¢axmop),
cHudiceno konuwecmso |X ¢pakmopa,; npoyenmnoe cooepocanue V, VI, Xl ¢paxmo-
PO8 He UBMEHEeHO, 00pa308anue NPOMpOMOUHA3bl NO BHYMPEHHeM) NYMU C8epmbléa-
HUSL He HaApYUleHO, KOHEUHbIL dMan c6epmbleaHus 8 Hopme, YMepeHHas cunephuopu-
Hoeenemus; akmusHocmv anmumpomouna-lll u nnasmunozena yooeremeopumerns-
Has; Hu3Kuu yposeHv npomeuna C (CuHmes KOmopo2o makxadice 3a8UCUm om eUMamu-
Ha K). Umeem mecmo degpuyum sumamun K-3a8ucumvix oakmopos ceepmuléanus u
uneubumopa ceepmuiganus - npomeura C.

C yuemom OaHHbBIX KOA2YN02PAMMbL C NAYUEHMOM 8HOBb Oblla npogedeHa be-
ceoa 6 niane OUACHOCMUKYU B03MOIICHBIX NPUYUH (8 MOM YUCTe U KDUMUHATILHO20 Xa-
paxkmepa) cmoiav 8vipadcennoz2o Oegpuyuma K-3asucumvix pakmopos. Ilpu xow-
KPemHOU NOCMAHOB8Ke 8ONPOCA 0 NPUMEHEHUU KPbICUHO20 104 NayueHm 0aj ymeep-
oumenvublli omeem. bviio ycmaHosieHo, umo ¢ mapma no uioHb U ¢ UkJIsl N0 CEeH-
msopes 2011 2. camocmosmenvHo, ¢ yeivio bopbbblL ¢ Kpblcamu y ceds Ha cKkaade (na-
YueHm — 4acmmubwlil npeonpuHuMamesib, mopaogey 08oWaMu U Gpykmamu), He co-
O1100as1 Mepbl NPedoCMOPOAHCHOCIIU, PACKIAObIBAT 8 OONbULOM KOIUYeCmee KPbiCU-
Houd 20 “ll]enkynuux”. K compyonukam canumapnoz2o naosopa He oopawancs. Ila-
yuenm cooowun, Ymo pabomain 6 3aKpblmomM NOMeueHuu NpoOyKmogo2o CKiaoda u
CaMOCMOAMENbHO PACKIAObIBANl NPUMAHKY OJisl MPAGiU KPblC PYKAMU, He3aujulleH-
HbIMU PEe3UHOBLIMU NEPUAMKAMU, A MAaKdHce YROmpeOisAl 8 nuwy GpyKkmsl U 080UU,
XpaHusuiuecs Ha 3mom ckiaoe.

Kpvicunoiii 510 “Llenxynuux” — mecmoobpasuas npenapamusnas gopma, 6
cocmase KOmMopou MyKa 8blCuie20 copmad, camoe KaieCmeeHHoe MAaclo NoOCOIHeY-
HUKA ¢ 000asneHuemM cneyuaibHulX apomMamusamopos, 0e1aruux npUManKy npusie-
KamenbHoU 0/ 2pbl3yHo8. [leticmayouee sewpecmseo 8 npumarnke “Lllenkynuux” —
opooupaxym ¢ konyeumpayuei 0,005%. On okazvieaem maxue dtce 3¢hghexmul, Kax
eapghapun 6 omHowieHUU UHSUOUPOBAHUS camMma-Kapbokcunuposanus sumamun K-
3aeucumvix oakmopos ceepmoieanus Kposu u eumamun K 2,3-asnokcuo-pedykmasul,
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Ho 6 100 pa3z axmusnee eapgapuna. Obnadaem GvlPANCEHHHIM KYMYAAMUBHBIM U
KOJMCHO-pe30pOmMUGHbIM OeticmeueM.

C yuemom cobpannozo amamHe3a u OAHHBIX KOASYA0SPAMMbI KOA2YIONAMUsL
ovL1a pacyenena kaxk ooyciosiennas oeguyumom K-3asucumvix gpaxmopos ceepmuoi-
8anus ecredcmeue ompasienus OpooUPaKymMom.

Knunuueckuti ananus kposu: 2emoznobun -100 2/n; spumpoyumer - 3,5*10%/n; aeii-
koyumol -1,8%10%1; mpomboyumer - 250%10%/1; COD —30 mm/u; ceemenmosdephuie
- 60%, numepoyumor —30%, monoyumui- 8%, 203unoguvi-2%.

buoxumuueckuti ananuz xposu: enrokoza- 13,2 mmonwv/n;, ounupydoun: oowut - 19,5
MKMONL/N, Henpamou -16,6 mxmonwv/n, npamoiu -2,9 mxmonwv/n;, mouyesuna- 18
MMOAbL/1; obwutl benox — 68 2/n; kpeamunur — 84,3mmonv/n, ACT -18 E/n, AJIT-21
E/n (nopma 0o 40 E/JI).

Knunuveckuui ananus mouu: 6e3 namono2uu.

Ananusz kposu na BU9 u RW om 05.10.11 2.: ompuyamenvhblii,

Ananusol kposu na cenamumsl B u C ( UDA u I1l]P) — ompuyamenvhvie;

IOKT': cunycosasn nopmoxapous, YCC 80 ¢ I mun. ['unepmpoghus muokapoa neoco
arcenyooura. ObmenHvle U3MEHEeHUs 8 MUOKapOe.

Y3U neuenu, cenesenxu, sHcenunoco ny3vips cocyoo8 neyeHu U ceie3eHku. 6e3 namo-
noeuu;, Y3U nouek: nogviuieHUue 3X02eHHOCMU NAPEHXUMbL, CUHOPOM «BblOEAIOUUX-
CSl NUPAMUOY, YNIOMHEHUe CIMPYKMYpPbl CUHYCO8 00eux noyex.

C Hauanom neuenus ceexce3amopodxcennol niamou, 1% pacmeopom eukaco-
na 1 ma x 3 paza 6 0eHb BHYMPUBEHHO - 2eMoppa2udecKuti CUHOPOM KYRUPOBAH 8 me-
yenue 3-x cymok. B meuenue mecsaya cemoppazuueckuti CUHOPOM HOJIHOCMbIO PA3-
pewuncsa (Ha gone mabiemupo8anHo20 NPUéMa 8UKACONA), NOKA3amenu Koazyio-
2PAMMbL HOPMATUZ08ANUCH K HAUATY 6mopoco mecaya. Ilpu KoHmponvHbIX ucciedo-
BAHUSAX KOA2YI02PAMMbL NAMOJLOSUU Hem.

IIpusedennulii cnyyail npedcmasgisiem uHmepec 8 CUNY HeCKOJIbKUX NPUYUH!

1) onucano peoko ecmpeuarouweecs ompasnenue PII] cpeocmeom 6poougha-
KYM (HEenpsamol anmuKkoazyisiim), CO0epICamumMcs 8 20mosou npumarke «Lllenxyn-
YUKy, 6creocmeue OJUMenIbHO20 KOHMAKMA ¢ KPbICUHBIM 100M, 001a0aoumum Kymy-
JISIMUBHBIM OeliCmBUeM,

2) 6 OuacHocmuke Koazyionamuu o0ycnosieHnou eosoeticmeuem PI[I]
cpeocms, Komopwvle 001a0arom AHMUKOAZYISAHMHLIMU CEOUCMBAMU 8e0YWds POlb
NPUHAONeHCUM MUAmeabHo COOPAHHOMY AHAMHE3Y U NPASGULLHOU UHMepnpemayuu
11aOOpamopHvIX Memoo08 UCCIe008aHUS CUCEMbl 2eMOCMA3d, NOCKOJIbKY onpeoeiie-
HUe 8 KpOoB8U CYynepeaphapunos 03MOINCHO He 8 KaAXCOOM 0axdce KPYNHOM MeOUYUH-
CKOM Yenmpe,

3) npu ceoespemenHou ouaznocmuxe ompasienus PHL] anmuxoazynanmuoeo
Mexanusma Oetcmeusl U HA3SHAYeHUU A0eK8aAmHOU mepanuu (Ceexice3amopodHCeHHAs
naazmMa uau KOHYeHmpamsl Qaxkmopos npompomMOUH08020 KOMNIEKCA, Npenapambl
eumamuna K) npocnos 6 bonvuiuncmee ciyyaes 61a2onpusimmubsiii;

4) 803HUKHOBEHUE KOA2YIONAMUU 8O03MONCHO MOJLKO NPU HAPYUIEHUU DEKO-
meHoyemvlx Hopm pabomwel ¢ P/, coodepxcawumu anmuxoa2ynsiHmsl HEnpimo2o
oelicmeus, Nnod3momy muameabHoe CcoOaI00eHUe CAHUMAPHO-2USUEHUYECKUX Mep
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l’lp@()OCWlOpOJfCHOCWlI/l npu ux UucCnojJb306dHUU NpAKMUYECKU UCKIUYaent paseumue
ompdaeeHUsl.

K-3aBrcuMas koaryjaonatus 0pd MEXaHHMYECKOH JKeATyXe

Bce BuabI MEXaHMYECKOW JKEITYXH, KaK U JAPYTrue HapyIIeHUs TMOCTYIICHUS

eI B KUIICUYHUK, BEAYT K PE3KOMY OCIIA0JICHUIO W TPEKPAIICHHUIO BCACHIBAHMUS
ButamuHa K 1 x HeykioHHO mporpeccupyromemy aepuuuty dakropos VII, X, II u
IX. JJaGopaTtopHO 3Ta Jenpeccusi HAYMHAET YETKO BBIABIATHCS YK€ Ha 5—7 JHU 1O-
CJie TIOJTHOTO TIPEKpaIieHus MOCTYIUICHHSI KEIUU B KUIIEYHUK. HakITOHHOCTh K KPO-
BOTEUCHUSM CTAaHOBUTCS 3aMeTHOH depe3 12—18 mueil. HemocpencTBeHHO MexaHU4e-
CKasl XKeNTyXa MPUBOJUT K MPOrPECCUPYIONIEMY MOPAKEHUIO MAapPEHXUMBI MEYCHHU,
YTO Ha TMO3HUX dTanax 00yCIOBIMBAET TONOJHUTEIFHOE CHIDKEHHE YPOBHS (PaKTo-
pos V, VIII.
[TogoOHas koarysonatus pa3BuBaeTcsi ¥ 7-39% OOJBHBIX MEXaHUYECKOM JKEJITYXOU
(Mammen E.F., 1994). IlepBbic KpOBOTEUYCHHUSI BOSHUKAIOT OOBIUHO MPU yTMHCHUH
npoTpomOuHoBoro Bpemenu uw/wim MHO B 2,5-3 paza (Mammen E.F., 1994). Bei-
BAIOT KPOBOM3JIHMSIHHUS HA MECTE MHBEKIUI, B MECTaX pacuecoB KOXKH, HOCOBEIE, JeC-
HEBBIC W JKEITYJOYHO-KHIIIEYHbIE KPOBOTEUEHUS, KPOBh B MOUe. BO3MOKHBI KPOBOM3-
JUSHUSL B CTEHKY KHUIIEYHHMKA, B OPIOUINHY, 3a0pIONIMHHYIO KJIETYaTKy, BHyTpHUe-
pENHbIE KPOBOUBIHUSHHUS.

Jlmarnoctuka OCHOBBIBae€TCS Ha BhISIBICHUH Jeduiura K-BUTaMUH3aBUCUMBIX
¢dakropoB. B panbHelieM BO3MOXHBI MPUCOEIUHEHUE JEPUIIUTA OCTAIBHBIX KOM-
MIOHEHTOB CBEPTHIBAIOIIEH CUCTEMBI KPOBH, 3aBUCAIIUX OT (DYHKIIUU MIEYEHH, a TAKKE
TUC(YHKITHS TPOMOOITUTOB.

Jleuenue. HeoOXxoauMbl BHYTPUBEHHOE BBEICHHME JOCTATOYHO OOJIBIIUX 03
npemnapatoB BuTamMuHa K U Xupyprudeckoe BOCCTAHOBJICHHME >KEITUCOTICICHUS B
nepBbie 3 Hemenu xKeatyxu. [Ipu HeoOXOoIMMOCTH YPreHTHON KOPPEKIMHU reMOKOa-
TYJISIUY HA3HAYAIOT CTPYHHBIC TpaHC(Y3HH MIIa3Mbl M BBEJCHUSI KOHIICHTPATOB IPO-
TPOMOMHOBOTO KOMIUIEKCa. [Ipy BbIpaykeHHOM MaTONIOTUU MeYeHU U Hed(DPeKTUBHO-
CTH mpenaparoB BUTaMuHa K JOMOJHUTENbHO Ha3HA4YalOT COMATOTPOINMH, KOTOPHIH
ynydmaet cunates pakropos VII, 11, X u IX.

['emopparuyeckasi 601€3Hb HOBOPOKJICHHBIX WU THIO-K-BUTaMUH-3aBUCUMAs
TpaH3UTOpPHAs HEOHATAJIbHASL KOATYJIOMATHS.

B teuenme nepBoix 4 — 7 AHEW mocie pokAeHUS HAOTIOJAETCs CHUKCHHE KOH-
LEHTpaluuu (HaKTOpOB CBEPTHIBaHUS B IUIa3Me. PaHHee KOpMIJIEHHE MOJIO3UBOM MO-
KET 3HAYUTEIIHHO CMATYHTH 3Ty Jenpeccuio K-BuramMmuu3zaBucuMbix GaktopoB (Kys-
Huk b.U., CrypoB B.I'., Makcumosa O.I"., 2012). OxHy U3 caMbIX TJIaBHBIX pOJIeH B
JUKBUJAIMHA PACCMATPUBAEMOT0 HAPYIIECHUS UTPAET 3aCEIICHUE KUIIEUHUKA peOeHKa
HOpMaTbHON MuKpodiopol, npoaymupytomeii Butamud K (Ky3nwk B.M., Ctypos
B.I'., Makcumona O.I'., 2012). bnaromaps 3ToMy K KOHIy 2-i HEIEIH XU3HU Jedu-
uut K-BuramuH3zaBUCUMBIX (PAKTOPOB Y OOJBIIMHCTBA JETEH MOJHOCTHIO YCTPAHSET-
cs (Kysuuk B.U., Ctypos B.I'., Makcumona O."., 2012).
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Yamie HemocTaTouHOCTh K-BUTaMHH3aBUCHUMBIX (DAKTOPOB Y HOBOPOKIACHHBIX
HE MPUBOJUT K KPOBOTOUYMBOCTU. ['eMoOpparudyeckuii CUHAPOM dalle UMEET MECTO
MIpU HEJOHOIIEHHOCTU. boJjie3Hn Matepu U mpUeM €10 BO BpeMsi OEpEeMEHHOCTH Tpe-
napaToB, crnocoOCTByromMx K-rUMOBUTAMUHO3Y, a TaKXKe aKyllepcKas MaTOJIOrus
(acukcus muona, TpaBMaTHYHBIE POJbI) CIOCOOCTBYIOT Pa3BUTHIO IeMopparuye-
ckoit 0ose3nn HoBopokaeHHBIX (Ky3umk B.M., Ctypop B.I'., Makcumora O.I'.,
2012). Ona ycyry0isercss ¥ SHTEpPOINaTUEH HOBOPOJXKICHHBIX, HA3HAYCHUEM MM aH-
TUOMOTUKOB TMPU TMHEBMOHUU, CEINICUCE U JpYrux 3adosieBaHusX. Peructpupyercs
nanHas naronorus y 0,25 — 0,5% HoBopoxkaeHHbIX ¢ yacTtoTor oT 1:4000 mo 1:2000
ciyudaeB (Kysuuk B.1., Ctypos B.I'., Makcumosa O.I"., 2012).

TUnuYHBEIM TIPOSIBJICHWEM 3a00JICBaHUS SBISIETCS TeMOPPAruuyecKUil CUHIIPOM,
BOZHHUKAIOIIUN MEXKY 2-M U 5-M JTHSIMU KU3HU U 3aTEM MCUE3aINIUi B TeueHue 2—3
nuer. Hamnbonee pacmnpocTpaHeHbI KelyJ04HO-KUIIEUHbIe KpoBoTeueHus. Hepenko
BO3HHMKAIOT TaK)K€ MYMOYHBIE U HOCOBBIE KPOBOTCUCHMS, MHOKECTBEHHBIC KPOBOU3-
JUSHUS B KOXKY U TOJKOXKHYIO KiieTdatky. [Ipn HecBoeBpeMEHHOM WIJIM HEJIOCTATOY-
HOM JIEYEHUU KOJHWYECTBO JIETAJbHBIX UCX0A0B aocturaer 30%, nmpuyeM moytu Bce
OOJIbHBIE YMHUPAIOT B TIEpBbIe 2—3 JHS IMOCJE Hadajla TeMOPParuvecKux SBJICHUH, a
HEKOTOpbIC — B TeueHue Heckoabkux yacoB (Ky3uuk B.U., Ctypos B.I'., MakcumoBa
O.I'., 2012). JleTanpHblif KCXOJ Yallle CBSI3aH C OOJBIION OCTPOM KPOBOMOTEpE HIIH
C KPOBOM3IMUSHUSIMU B MO3T, PEXKE — C KPOBOTEUECHHUSIMU BO BHYTPEHHHE OPTaHBI
(MoYKH, ICUeHb, MUOKAP/I, HAATIOUCYHUKH).

XapakTepHbIe CPOKH Pa3BUTHS ATOJIOTMYECKOTO MPOLECCA, €r0 YacTasi CBSI3b C
HEJOHOIIEHHOCTHIO, HallMYhe KPOBOTEUEHUHN y MaTepu peOeHKa KOCBEHHO YKa3bIBa-
I0T Ha BO3MOKHOCTH Pa3BUTHUSI FeMOpparmdeckoil 00Jie3HU HOBOPOXKJICHHBIX. J[ma-
T'HO3 TIOJITBEPKAACTCS BBISIBIICHUEM HAPYIICHHUHN TeCTaX 00YCIOBIEHHBIX e(pHUImTOM
ButamuHa K. JIns ycTaHOBIEHUs MPaBUIIBHOTO JMArHO3a HEOOXOAMMO HCKIIOYUTH
Ipyrue BUIBl KPOBOTOUMBOCTH, XapaKTE€pHbIE IS IEpUOAa HOBOPOKIECHHOCTU:
JBC-cunapom, HacCIEACTBEHHBIM ACHUIMT OTACIBHBIX (DAKTOPOB CBEPTHIBAHUS
(ocobenno dakropos V, VII u XIII, narommx BHIpa)KEHHYIO KPOBOTOYMBOCTH y HO-
BOPOXJICHHBIX ), TPOMOOIIMTONICHUH HOBOPOXK/ICHHBIX.

Tax xak npu runoButamuHo3e K B medenn ctpamaer cuHTe3 IBYX (HU3UOJIOTU-
YECKUX aHTHUKOATYJISHTOB — MPOoTenHOB C U S Yy HOBOPOXKJIEHHBIX OCOOCHHO BBICOK
PUCK COYETaHHsSI TeMOPPAruuyeckoro CHUHApOMa ¢ TPoMOO3aMH U HUIIEMUYECKUMU
HEKpO3aMU KOHYMKOB MaJblEB, YIIEH, KOXKHU KUBOTA, Tpyau U Apyrux mect (Ky3nuk
b.1., CrypoB B.I'., Makcumona O.I"., 2012). [ToaToMy K BHyTpHUBEHHBIM BBEJACHUSM
KIIK cnexayet mpuberath JIUIb IO OCOOBIM MOKAa3aHUSM, TTOCKOJIBKY OHHU JIETKO TPO-
BOLIMUPYIOT Y HOBOPOXKAEHHBIX OMACHBIE JJISl )KU3HU JUCCEMHUHUPOBAHHOE BHYTPHUCO-
CyIMCTOE CBEpTHIBaHME W TPOoMOO3bl. B maHHOW cuTyamuu ydie HCIOJIB30BATh
KIIK copepxamue Hapsny c I, VI, IX, X dakropamu u npoteun C, npensiTCTBYo-
i pasButuio TpomM6030B (Hampumep I[Iporpommiiekc 600). B cBsizu ¢ tem, 4To
JlaHHAas MATOJIOTUS 3a4acTyl0 HMEET CTPEMUTEIbHOE MPOrpecCHpoBaHUE OOJIE3HHU,
Tepanus J0)KHAa MUMETh HEeMeMJIeHHbIH 3(PdeKkT. DTo mOocTUraeTcs MnepeluBaHUuEM
CBEXXE3aMOPOKEHHOM I1a3Mbl B 03¢ 10 — 15 Mir/kr.
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OnHOBpEMEHHO BHYTPUBEHHO BBOAAT Ipemnaparsl BuTamuHa K. OxgHako wu3-3a
BBICOKOT'O PUCKa pa3BUTHUS TPOMOO30B B JaHHOW CHTyallUd HE CIEAYyeT Ha3HaudaThb
oueHb BbIcOkHe 03kl npenapaTtoB ButamuHa K (Kysnuk b.1., Ctypos B.I'., Makcu-
moBa O.T"., 2012). IIpodumiakTruueckas q03a BUKAcoJIa HE TOJIKHA MPEBBIATh 1 MI B
JIeHb; JledyeOHas ero j03a 3 — 5 Mr B CyTKH, 00s13atenibHO B komOuHaruu ¢ C3I1.

Koarynonarus o0yclioBaeHHas KMIIEYHBIM AHCOAKTEpPUO30M, SJHTEponaTuen

Tsxenble U 3aTAKHBIE SQHTEPUTHI U DHTEPONIATUM MOTYT BeCcTH K K-BUTaMUHHON
HEJ0OCTaTOYHOCTU U HapylieHuto cuuTe3a ¢paxropoB VII, X, II u IX. B 6onbmnHcTBE
CJIy4aeB ATOT JNe(PUIMT HE JOCTUTAeT KPUTHUYECKOTO YPOBHSA U OCTAETCS CYOKIMHHU-
YECKHM, PEKE Yy AETEH B BO3PACTE 10 3 JIET BO3HUKAET TEMOPPArHYECKU CHHAPOM.
AHanornyHble HapyuieHUs HaOJIIOJAI0TCS MPU KUIIEYHOM JMCOAKTepUO3€, BhI3BAH-
HOM TPUEMOM BHYTPb aHTUOMOTHKOB, YHMUYTOXKAIOIIMX HOPMAJIbHYIO MUKpPO(DIOpY
KUIIEYHUKA; OCOOEHHO HEOJaronpusTHO BIMSHHUE IMPENapaToB TETPALUKIMHOBOTO
psila U JeBOMHUIICTHHA (XJI0paMpEeHHUKOA).

B GonpmHCTBE ciiydaeB y OOJIbHBIX HA KOKE MOSBISIOTCS MEJIKHUE KPOBOU3IH-
SIHUS, BO3HUKAIOT HOCOBBIE, IECHEBBIE U KUIIEYHbIE KPOBOTEUECHUS. KuIileuHble Kpo-
BOTEUEHHUS JI0JTO MOTYT OBITh CKPBITBIMH, MPOSIBISASACH TOJIBKO HAPACTAIOIICH aHEMU-
3amueit 0osnbHOro. JlnarHocTrka 3TOW KOaryJonaTHU MPOBOJUTCS MO TeM K€ MpPUH-
Uam, 4to u npu apyrux popmax nedunmra Baramuna K.

OCHOBHOW METOJ| JICUEHHS] — BHYTPUBEHHOE WJIM BHYTPHUMBIIIEUHOE BBEICHUE
npernapatoB BuTamMuHa K, OTMEHa aHTHOMOTHKOB W JIPYTrUX aHTHOAKTEPHUAIbHBIX
npernapaToB, Ha3HaueHWEe (PEpMEHTHBIX M OaKTepHaIbHBIX NpenapatoB. B Haunboinee
TSDKEJIBIX CIIy4YasX, CONPOBOXKIAIOIIMXCA HSHTEPONATHUYECKON THUIIONPOTEUHEMUEH,
NPUMEHSIOT TepeTuBaHNe TIa3Mbl, BBEJICHUS albOyMHUHA U DJIEKTPOJUTHBIX PACTBO-
poB. Ilpu TsKeIOM remMopparudyecKOM CHHJIPOME, KOTOPbIA B JAHHOW CHUTYaI[UU
BCTpeUaeTCs KpaHe PEeIKO MCIOJIb3YIOT KOHIIEHTPATHI MPOTPOMOUHOBOTO KOMILIECK-
ca.

KoHIIeHTpaThl IPOTPOMOMHOBOTO KOMILIEKCA

Hcxonao koHIEHTpaThl nmporpomOuHoBoro komiuiekca (KIIK) O6pumn co3naHb
kak nctoudHuk FIX u ucnons3oBamncs B 1970 — 1980-x romax it gsedeHus OOJIBHBIX
remodumeit B. B 3aBucUMOCTH OT cocTaBa pa3inyaloT UCTOPUUYECKH OoJiee cTapbie
tpexdakTopusie KIIK, B coctaB kotopsix Bxomsat Fll, FIX, FX, u geTsipexdakrop-
ueie KIIK, comepikamue, kpoMe yxe Ha3BaHHbIX, eme u FVII (Kalina U., et al.,
2008). Oxnako KIIK nmns neuenus OonpHBIX remoduiuneri B okasamuck meHee 3¢-
dexTuBHBIMU, YeM KoHIIEHTpAT FIX, u B HacTosmiee BpeMst IS JICUSHUSI ITOU KaTe-
ropuu 00oibHBIX KIIK noutu He HCTONB3YIOT.

KIIK nonyyaroT u3 OOJBIIKX MYJIOB IJIa3Mbl C MOMOIIBIO HOHOOOMEHHOU XpO-
Marorpapuu. MaTepuanaoMm, UCIOIb3YEMbIM JJIsl €r0 BBIJICJICHUS, OOBIUHO SIBISIETCA
CylnepHaTaHT, OCTAIOIIUICS MOCEe OCAXACHUS KPUOMPELUIUTATA, UM CYylIEpHATAHT
IJIa3Mbl C YAQJICHHBIM U3 Hero aHTUTpoMOuHOM U FXI. C moMonipi0 CUIbHBIX HOHO-
oOMeHHUKOB noiy4atoT yeThipexdakropubie KIIK, ¢ momomipio cnabbix MOHOOO-
MeHHUKOB — Tpexpaktopubie KIIK.
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Baxxnoit mpo06ieMoit npu M3roTOBJICHUM IPENapaToB U3 IJa3Mbl KPOBU OCTa-
eTcst obecrieueHre ux BUpycHou Oe3omacHoctu (Yuan S., et al., 2007). BupychHas
6e3onacHocth KIIK nmocturaercst or60pomM 1OHOPOB, CKPUHUHIOM MHIUBUYAJTBHBIX
JOHOPCKUX 0Opa3loB U MYJIOB IJIa3Mbl C LENbIO BBIABICHHS CIIEHU(PUUECKUX MapKe-
POB MH(EKIMH, a TAKKE UCIOJIb30BAaHUEM IIPU MPOU3BOJCTBE (P PEKTUBHBIX MPOLIEC-
COB WHaKTUBallMW/yaalieHus: BUpycoB. HecMoTpsi Ha 3TO, Mpu NMPUMEHEHUU JeKap-
CTBEHHBIX IMpenapaToB, MOJIYUYECHHBIX U3 KPOBU WM IUIA3Mbl YEIOBEKA, epegaya uH-
(PEKIMOHHOTO areHTa He MOXKET OBbITh MOJHOCTBHIO UCKIIOYEHA. DTO TaKKe IPUMEHU-
MO K HEW3BECTHBIM WM HOBBIM BUPYCaM W JPYTMM MATOT€HHBIM BO30YIUTEISIM.
[TpuHumaembie Mepbl cuuTarOTCs 3G PEKTUBHBIMU B OTHOIIEHUU 000JIOYEYHBIX BUPY-
coB, Takux kak BIY-1/2, Bupycos renatutoB B u C u 6e3000104eyHOr0 BHpyca re-
natuta A. [IpuMmeHsieMble TEXHOJOTUM yAaJeHUs/ WHAKTUBAIIMM MOTYT OBITh HENO-
cTtaTo4HO 3G (PEKTUBHBI B OTHOIICHUH HEKOTOPHIX 0€3000JI04€YHBIX BUPYCOB, TAKHUX,
HarpuMmep, Kak napsosupyc B19.

Hpyras HemanoBaxkHas npobseMa npu ucrnosb3oBanuu KIIK — sto tpombo-
reHHocTh. 3navanpHo KIIK, nmpegnasHadeHHbIC 171 JieueHUs O0JIbHBIX TeMOo(puiIneit
B, 6su1n Becbma Tpomborennsl (Hellstern P., et al., 1997; Kohler M., 1999; Josik D.,
et al., 2007). MoxHO BBIACTUTH 3 TpyHMbl (HAKTOPOB PHUCKA TPOMOOTHUECCKUX
ocnoxknennit npu ucnoiaszoBanun KIIK: o0ycnoBineHHble cOCTOsSHHMEM TMallMeHTa,
IPOBOIMMOM COMYTCTBYIOIICH Tepanueii, ooycinosienusie camumu KIIK (Demeyere
R., et al. 2010; Lee S.B., et al. 2006). Puck TpOMOOTHYECKUX OCIOKHEHHUH IOCIIE
npumeHeHus: KIIK mosker ObITh CHMIKEH Ha3HAdeHHMEM OOJIbHOMY TemapuHa Wiu
KkoHleHTpata antutpom6OuHa IIl. B coBpemennnix KIIK cHu»XkeHO Mo cpaBHEHHIO C
apyrumu ¢daktopamu cogepxkanue FII. Ymensiaer TpoMOOTreHHOCTh COBPEMEHHBIX
KIIK u noGaBieHne B UX COCTaB aHTHKOAryJssHTOB. [lokazaHo, 4to q06aBiIeHUE B CO-
ctaB KIIK remapuna m aHTUTpOMOWHA MO3BOJISET MOJHOCTHIO HEHTPATU30BaTh I1O-
TEHIIUAJIBHBIM TpoMOOTreHHbI 3¢ @dekT, BbI3bIBacMbIN reHepammeidn FIXa m FXa
(Pabinger 1., 2010; Takeyama M., et al., 2007). ITo apyrum maHHBIM, YUCIO TPOMOO-
TUYECKUX OCJOXHEHUH mocie npumeHeHus coBpeMeHHbix KIIK ccraBuiio Bcero 7
(1,4%,) Ha 506 cyuaeB ux npumenenus (Marietta M., et al., 2011).

[Ipy mpuMeHeHHH KOHIIEHTPATOB (HaKTOPOB MPOTPOMOMHOBOTO KOMILIEKCA
CyLIECTBYET PUCK Pa3BUTHS pPEAKLUM MOBBIICHHOW YYBCTBUTEIBHOCTH, BKIIHOYas
aHa(UIAKTUYECKHUE PEaKIuu U aHaduIakTHaeckuil mok. [Ipu mpoBeneHuu 3amecTu-
TENHHOW TEpamuy KOHIIEHTPATOM (HhaKTOPOB MPOTPOMOMHOBOTO KOMITJIEKCA BO3MOXK-
Ha BbIpa0OTKa UUPKYJIUPYIOMIUX AHTUTEN, UHTUOUPYIOUIUX OJUH WM HECKOIBKO
¢dakTopoB cBepThiBaHUs. [losBIeHNEe MHTHOUTOPOB BBHIpAXKAETCS B BHUJIE HEIOCTATOY-
HOI'0 KJIIMHUYECKOrO OTBETA.

HNuckytupyetcs Bonpoc, kakue KIIK nyumie ncnonas3oBaTh — Tpex(akTopHbIe
(Prothrombinex HT, Bebulin, Preconativ) uimu dersipexdaktopubie (Prothromplex®
600, Beriplex®, Kaskadil®, Octaplex®, Cofact®). Jlns koppekmuu reMocraza y
6onbHbIx ¢ MHO Hmxe — 4, pekoMenayercs ucnoiab3oBaTh Tpexdakropusie KIIK, y
6osbHbIX ¢ OonbiiuM MHO crnenyer oTaaBaTh MpEANOYTEHUE YEThIPEX(aKTOPHBIM

KIIK (Makris M., van Veen J.J., 2011).
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CymecTBy10T pa3nuunbie cxembl HazHaueHus: KIIK npu nedunure Butamun K-
3aBUCUMBIX (DaKTOPOB.

1. C nomombto nporpombuna o KBuky. [IpoTpoMOMHOBBIN MHAEKC U aKTUB-
HOCTh MpoTpoMOuHA no KBUKY MOTyT cOBHajaTh APYr ¢ APYroM B 00JIaCTH HOP-
MaJIbHBIX 3HAYECHUN, OJHAKO PACXOIATCA B 30HE HU3KKUX 3HaueHul. Dopmyna pacue-
ta 1036l KIIK ¢ ucnonszoBanueM npotpomOuna no Keuky:

(IK mreneBoii - I1K ucxomnsiit) X macca tena (kr) = Jloza KIIK (ME) , rae
[IK — npotpom6un o KBuky, %.

Hanpumep, ecnu y 6onpHOr0 Maccoit rena 70 kr u nporpomOunom no Ksuky
15% neobxoaumo goctuub nporpomouH o Keuky 50%, nosza KIIK coctaBur:

(50% - 15%) x 70 kr = 2450 ME.

2. Pacuer no3b1 MoxHO npoBecT 1o MHO, nepecunTaHHOMY B MPOLIEHT TIPO-
TPOMOMHOBOTO KoMIutekca. «IIpomeHTHbIN» MeToa ocHoBaH Ha gonymieHun (Oster-
man H., et al., 2007), yto 1 M1 HOpMaILHOM IJIa3MbI COACPXKHUT 1 €/1. KaKI0ro u3 Ko-
aryJsiUOHHBIX (PAKTOPOB, U YTO MPOTPOMOMHOBBIN KOMIIJIEKC, BEIpAXKEHHBIN B % OT
HOPMAJIBHOM TIJIa3Mbl, COOTBETCTBYET CpPEIHEMY YpPOBHIO BUTaMHUH K-3aBHCHUMBIX
¢akTopoB cBeprhiBanus kpoBu (Hellestern P., et al., 1999).

s pacuera o3l KIIK neneBoe u nmeromeecst y 6oiapaoro MHO nepecuu-
TeiBaeTcst B % mporpombunoBoro komiuiekca (I1K), u mo3a mpenapara paccuutbiBa-
ercs o popmyne: (IIK nenesoit - T1IK ucxonnsiii X macca Tena (kr), rae qo3a KIIK
(ME), rne TIK — mnpoTpoMOuHOBBIH KoMILIieke, %. Hampumep, eciau y O0JBHOTO
maccoit Tena 80 xr MHO 7 u mano noctuub MHO 1,5, To no3a KIIK cocraBut: (40%
—- 5%) x 80 kr = 2800 ME.

Merton pacueta 103s1 KIIK ¢ yaeTrom ucxoanoro MHO u maccer Tena 60abHO-
ro. [Ipu Takom moaxoje mosiHas peBepcus nercTBus BaphapuHa qocturaercs B 83%
ciyuae (Holland L., et al., 2009). B GonbIHHCTBE ClydacB HE3aBUCHMO OT BEJIHUM-
ol MHO xymmpoBathk reMmopparudeckuii cuHapoM momoraet g03a 30 ME/kr maccer
Tena. Y MOKHIBIX OOJBHBIX YacTo ObiBaeT moctarounoi qo3a 500 ME KIIK (Imberti
D., et al.,, 2009). B To ke Bpems IoKa3aHO, YTO JICYCHHE, TPOBOIUMOE C TPUMCHCHH-
€M WHIUBUIYaIbHO PACCUMTAHHOM J103bI, Oosee 3 (HEeKTUBHO, YEM C MOMOIIBIO CTaH-
naptHoi no3sl (Pabinger 1., et al., 2010).

[Tpu naznayennu KIIK nmamuenTam ¢ M301MpOBaHHBIM ASHUIIMTOM OJHOTO U3
(bakTOpoB MPOTPOMOMHOBOTO KOMILIEKCA O3Bl PACCUMTHIBAIOT ISl KaXKIOTO TaIH-
€HTa UHAMBU1YaJIbHO, MHTEPBAIbl MEK/y BBEJICHUSIMU yCTAaHABIMBAIOT B 3aBUCHUMO-
CTH OT 3HaY€HUs MEePHO/Ia MOTYBbIBEIeHUS NeunmuTHOTO (haKTOpa.

dopmyIibl pacueTa HEOOXOAMMOM 103l
Fll: no3a (ME) = macca Tena (kr) X xkenaemoe moBsimenue gakropa (%) x 0,5;

FVII: no3za (ME) = macca Tena (kr) X *enaemoe mosbienne gpakropa (%) x 0,6;
FIX: no3a (ME) = macca Tena (kr) X *xenaeMoe nosbienne ¢pakropa (%) x 1,2;
FX: no3a (ME) = macca tena (kr) x sxenaemoe noBbimeHue gakropa (%) x 0,6.

CoBpemennbim KIIK, HanbOonee akTHBHO MCIONB3YIOMIMMCSI B HACTOSIIIEE Bpe-
Ms B Poccuu, asnsercs Ilpompomnaexc 600. OuH conepXuT (pakTopbl CBEPTHIBAHUS
kposu II (600 ME), VII (500 ME), IX (600 ME), X (600 ME), npoteun C (He MeHee
400 ME). BcioMmoraTtenpHbIe BelleCTBa: HATpUs LUTpata auruapat - 80 mr, HaTpus
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xyopun - 160 mr, renapun Hatpus - He Oosee 0.5 ME renapuna/ME ¢akropa 1X, an-
tutpomOuH III - ot 15 1o 30 ME.

Pa3oBy1o 103y 1 4acTOTy BBEJEHUS YCTAaHABIMBAIOT HHAMBUYAIbHO C yUETOM
HCXOJIHBIX TIOKa3aTeJeld CHUCTEMbl CBEPTHIBAHUSA, JIOKAIU3AallMd W BBIPAKEHHOCTH
KPOBOTEUEHHS, KIMHUYECKOTO0 COCTOSIHUS TManueHTa. [Ipy Ha3HaueHUH malueHTam ¢
NpUOOpETEeHHBIM JepUIMTOM (HaKTOPOB TPOTPOMOMHOBOI'O KOMILIEKCA, B YACTHOCTH,
JUTS JIeUeHUsI ¥ MPOUIAKTUKYA KPOBOTCUECHHUM MPU MEePE03UPOBKE HEMPSMBIX aHTH-
KOAaryJsiHTOB - aHTaroHUCTOB BUTaMHuHa K, mpu pacuere 103bl ClelyeT OpPUEHTUPO-
BaThCsl HAa 3HaUeHHE 100 mporpomOuHa no Keuky, nu6o MHO B 3aBucumoctu ot
TOr0, KaKoW IMOKa3aTesb onpeaenseT jadboparopus. Ecnu opueHTHpOBaThCA HA 3HA-
yeHue npotpoMOuna no KBuky, To cieayer McXoauTh u3 gomnyimenus, uro 1 ME
npenapara Ha | Kr Macchl Teja MOBBINIAET 3HAYEHUE MPOTpoMOUHa mpuMepHo Ha 1%.
Ecnu xe yuuteiBath ucxoaHoe 3HaueHue MHO, To pacuet 1036l IPOBOJAT CIIEIYIO-
muM o0pazom (Tadisuia 14).

Llenpro neuenus siBisieTcs goctuxkenue 3Hadenuss MHO 1,0 - 1,2; uHorma o
1.5, B 3aBUCHUMOCTHU OT KJIMHUYECKOW cUTyaruu. Bompoc o BBeJieHUU MOBTOPHOMU J10-
3Bl TIpernapara CjieayeT peliaTh HHIUBUIYAIbHO C YU€TOM JUHAMHUKHA KIMHUYECKOTO
COCTOSIHUSI TTAlIMeHTAa, COMMYTCTBYIOIIEH Tepanuu U JocTUurHyroro 3uauyenus MHO.

[Ipy Ha3HaYeHUW MAIMEHTAM C BPOXIACHHBIM H30JMPOBAHHBIM JEPUIUTOM
OJTHOTO U3 (PaKTOPOB MPOTPOMOMHOBOTO KOMILJIEKCA PA30BYIO 03y PACCUUTHIBAIOT
JUTSE KaXKJ0TO TAllMeHTa UHIMBHUAYAIbHO (CM. (OpMysbl pacyeTa HEOOXOAMMOU /10-
3bl), @ HHTEPBAJIbI MEKy BBEICHUSIMHU YCTAHABIUBAIOT B 3aBUCUMOCTH OT 3HAYEHUS
T12 nedunutHoro ¢akropa. [Ipu B/B BBeieHUH NpemnapaTta MPOUCXOIUT MOBBIIICHUE
KOHIIEHTPAIIMK B IUIa3Me€ KPOBU BCEX YETHIPEX (PAKTOPOB CBEPTHIBAHMSI, 3aBHUCSIIICE
OT BEJIMYMHBI BBEJIEHHOH 103bl. B X07€ mocenyromiero noTpediaeHus: KOHIEHTPaIuu
(dakTOpOB B IUIa3Me MOCTENEHHO CHIKatOTCs. Camblit kKopotkuil Ty, umeer paxrop 11
- 40-60 u, Ty, dpakropa VII - 3-5 4, pakropa IX - 16-30 4, pakropa X - 30-60 4.

[Ipy mpuMeHEHHH NaHHOTO KOHIIEHTpaTa (PaKTOpoB MPOTPOMOMHOBOIO KOM-
IJIEKCa OCJIOKHEHHMsI, ONTMCAaHHbIE BBIIIE, BCTpeyaroTcs kpaitHe peako (Fraser T.A., et

al., 2006).

Tabauua 14.
Pacuem 003v1 npompomniekca
Ncxonnoe 3nauenue MHO Pa3zoBas no3a npenapara u3
pacuera Ha | Kr Maccel Tena
2.0-3.9 25 ME/kr
4.0-5.9 35 ME/kr
> 6.0 50 ME/kr

KOZII‘y.IIOIIaTI/Iﬂ npu 3a00/1eBAHUSIX NEYEeHHU

Koarynonarusi npu 3aboJjieBaHUSIX TE€YEHU BO3HHUKAET B PE3yJbTaTe MHOXKE-
CTBEHHBIX HapyllleHU# remocta3za. Ha ¢oHe BHYTpPUIIEUEHOYHOTO XOJiecTa3a yXy/-
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maeTcsl yruinu3anus ButaMuHa K, cHuxkaercs cuHTe3 BUTaMuH-K-3aBUCUMBIX (DakTo-
pos (II, VII, IX u X), u He 3aBucsamux ot Butamua K dakropos — V, XI, XII, XIII,
¢ubpunorena. Habmromaercs XpoHUYECKasi akTUBALUA CBEPTHIBaHUS M (UOPUHOIHU-
3a. Pa3BuBaercs nucyHKIUS TPOMOOIIMTOB U CHHXKEHHE UX 4YHCIA. Y CKOpPSETCS
(uOPHUHONN3 32 CYET MOBBILIEHHOI'O YPOBHSI TKAHEBOIO aKTHUBATOpa MJIA3MUHOTEHA U
CHI)KEHMSI  COIEp)KaHWsS HWHTHOMTOPOB  aKTUBAaTOpa IUIa3MUHOIeHa U 02-
aHTuIa3MuHa. I[lpu TsSKEnOM NOpaKEHWH TEMaTOUUTOB HEKPOTU3UPOBAHHBIMU
KJIeTKaMH BbiaensieTcst TkaneBout haktop, ®HO, NJI-1, sunoTokcunsl. B pesynbrare
ATUX MpOLEcCOB 00pazyercs TPOMOMH U IUIa3MUH B MUKPOIMPKYISATOPHOM pYyCIIE,
CIIOCOOCTBYSI pa3BUTHUIO TSXKEJIOr0 HapylieHus remocrtasza — JIBC-cunapoma.

JlaGoparopHbie mMokazarenu: MpojgoHrupoBano I[IB, HECKOIbKO yBEIUYEHO
AIITB, cHuXeHbl TPOMOOLMTHI, HU3KUNA ypOBEHb (UOPUHOTreHa, BHICOKUN YPOBEHB
[NJD. YMeHblieHO coaepkaHue BUTaMUH-K-3aBUCHMBIX (pakTOpoB U (aKTOpoB V,
XI, XII, XIII, ¢ubpunorena. Yposens miazmuHoresa cumxer, AT-III, nporeun C,
NpOTEUH S, 02-aHTUIUIA3MUH CHUXKEH, MHTMOUTOP aKTHBATOpa IJIa3"MUHOTEHA U 02 -
MaKpOTJI00YJIHH MOBBIIIEHBI.

Heo0xonuMo 0TMETUTh, YTO Y MOAABIISIONIET0 OOJBIIMHCTBA MAIIMEHTOB KOary-
JIOTIaTUs pa3BUBAETCS Ha (POHE Pa3BEPHYTOM KIIMHUYECKOW KapTUHBI renaTuTa, [Up-
po3a WM Apyroro nopaxenus neueHu. [loatomy TiiaTenbHoe KIMHMYECKOE oOcCIe-
JNOBaHUE MMALIMEHTA yKE IIO3BOJIUT IIPABWIBHO ONPEIEIUTh XapaKTep KOaryjaonaTuu u
Ha3HAYUTh HEOOXOJUMBIH KOMIUIEKC JJaOOPaTOPHBIX UCCIIET0BAHUM.

Jleuenue KoaryJionaTuy IpHU MaTOJIOTUU IIEYECHHU.

1. Koppekmus nedurura Buramuna K.

2. BBenenne C3II (6 — 8 m03), mpu MacCUBHOM KPOBOTEYEHUHU KaxKapie 6 — 12
4acoB;

BBEJICHHE TPOMOOMACCHI,

koHieHTpatoB AT - I,

JIECMOIIPECCHUHA MPU HAPYIICHHON (YYHKITUH TPOMOOITUTOB.

C nenpro KynupoBaHMs OCTPOM NEYEHOYHOM HEJOCTATOYHOCTH Ha3HAYAKOTCS

ITIIOKOKOPTUKOU/IBI, TE€NaTONPOTEKTOPBI, UMMYHOTJIOOYJINHBI.

/. BBeneHue KOHIIEHTPATOB NMPOTPOMOMHOBOTO KOMILJIEKCA HE JKENATENbHO U
OIacHO, T.K. OHU MOTyT ycyryouts JIBC-cuHIpPOM U BBI3BaTh TPOMOOILUTO-
nennyeckue ocnoxHenus (bapkaran 3.C., 2005).

ook ow

HepenoanpOBKa NPAMbIX AaHTHKOAr'y/JIAHTOB

AHTHUKOAryJIsSIHTBl MPSIMOTO JI€UCTBUA — JIEKAPCTBEHHbBIE Mpenaparbl, HEMo-
CPEIICTBEHHO BIHSIONTNE HA (DaKTOPHI CBEPTHIBAHUS KPOBH B COCYIUCTOM pyCIie: Te-
MapuH; HU3KOMOJIEKYJIIPHbIE Te€NapUHbl — YHOKCAMApUH-HATPUM (KJIEKCaH), HaJpo-
MapuH Kajabuui (ppakcunaput), AeabTanapuH HaTpui (pparMuH) U Jp.; renapuHOu-
TbI.

['enmapun BBeeH B MeAMUIMHCKYIO NpakTUKy B 30-40 rogax XX crt. OH coxaep-
KUTCS B [IE€UCHHU, JIETKUX, CEJIe3eHKe, MblIax u Jip. [lomydaror ero u3 gerkux Kpynm-
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HOT'O POraToro CKOTa M CIM3UCTOM 000JI0UKM KUILIOK CBUHEH. BriepBble B UUCTOM BH-
ne renapuH BobieseH B 1922 r. u3 neyenu (hepar — orcroza moryyusn cBO€ Ha3BaHUE).

['maBHast OMacHOCTh MPU MPUMEHEHUU aHTHKOATYJISTHTOB MPSIMOTO ACHCTBUS —
KPOBOTEUEHHUSA, OCOOEHHO MPU MOYEYHON HEJOCTATOYHOCTH, B CBSI3U C TIEPEI03UPOB-
KOH. DTO mpexae BCero reMarypus, TeMapTpo3bl, KPOBOTECUCHHS M3 KEIyJ0YHO-
KHIIEYHOTO TpakTa (MpH S3BEHHOU OOJIE3HM KEeNy/IKa U JBEHAAIATUTIEPCTHON KHIII-
KH), TIPY BHYTPUMBIIICUYHBIX WHBEKIHMIX U BBEACHUH IOJ KOXY — reMaTtoMbl. Bos-
MOJKHBI aJUIEPTUYECKUE pPEaKlUd B BUJE KpPANWBHHUIIBI, 3aTPyIHEHHOTO IBIXaHWUS,
OoTeKa CIM3UCTOM 000704YKH HOca. MHOrAa BO3HUKAeT UMMYHHasi TPOMOOIIMTONIEHHUS
B CBS3M C TEM, YTO Ha TEMapwH BIMICT AaHTUTCMAPUHOBBIA (DaKTOpP TPOMOOIUTOB
(pakrop 1V), 06pazys kommuiekc renapuH-paxktop [V, 4To MOXeT BbI3BaTh renapu-
HOBYI0O UMMYHHYIO TPOMOOIIMTONICHHIO BCJICACTBHE OOpa30BaHUS aHTUTEN K 3TOMY
KOMIUIEKCYy (Haubosee omacHas gopma TpomOo3a). ITO MOKET MPUBECTH K BHYTPH-
COCYIUCTOMY CBEPTHIBAHUIO KPOBH C TIOSIBIICHUEM apTEPUAIBHBIX U BEHO3HBIX TPOM-
00B, COCTOSIINX MPEUMYIIECTBEHHO M3 TPOMOOIIMTOB, JIEMKOIIUTOB C HU3KUM COJIeP-
kanueM QuOpuHa. Bo BpeMs JiedeHHs] TemapuHOM HEOOXOIMMO KaXKAble IBa ITHS
MOJICYUTHIBATh KOJTUYECTBO TPOMOOIUTOB. OIMH U3 HEXeNaTenbHBIX d(PPEKTOB re-
napuHa — ucromenue AT-III B ciryuae ATUTENBHOTO IPUMEHEHHUS €r0 B OOJBIIHNX J0-
3aX, YTO TAaKXKE€ MOXET BbI3BaTh COCTOSIHHUE THUIEPKOATYNSIMH W CTaTh MPUYUHOUN
TpoMmb03a. Baxxno onpenenenue 3pGpeKTUBHON TeparneBTUUECKOM 03k, H00 KoieOa-
HUSl €r0 KOHIEHTpAIlMi, OCOOCHHO HIKE TEepaneBTUYECKOM 103bI, COMPOBOXKIAIOTCS
OOJBIIMM PUCKOM TPOMOOIMOOIOTEMOPPATUYECKUX OCIOKHEHUH. [[nuTenbHoe uc-
noJib30BaHue remnapuHa (6osee 1 Mec.) MOXKET OCIOKHUTHCS PA3BUTHUEM OCTEONOPO3a
U TIepeioMaMu KOCTeH, 0COOCHHO y O0IBHBIX MOXKUJIOTO BO3pacCTa.

['emopparuyeckuii CHHIPOM IPH JICYEHUU TeapUHOM BO3HUKAET ropaszio pe-
e 1 ObIBAET, KaK MpaBUJIO, 3HAYUTEIBHO Jierde, YeM MpH JICYCHUH aHTUKOATryJIsTHTa-
MU HENPSIMOTO JEUCTBUsI. DTO OOBICHIETCS TEM, UYTO TelapuH HE HApyIIaeT CUHTE3
(hakTOpOB CBEPTHIBAHUS, A JINIIIH OJOKUPYET UX aKTUBUPOBAHHBIC ()OPMBI, ICHCTBYET
KpPaTKOBPEMEHHO U OBICTPO BBIBOAMTCS M3 KPOBOTOKa. Cephe3HYyIO OMAaCHOCTh ATOT
mpenapar MpeCcTaBiIseT Y OOJbHBIX C UMEIOIMIUMCS, XOTS, MOXKET ObITh, U HEBBISIB-
JICHHBIM, KPOBOTEYEHHEM MJIM MpPH APYTUX Mpoleccax (COCYAUCTHIX, NECTPYKTHB-
HBIX), JIETKO OCJIOKHSIOIIMXCSI KpOBOTeUeHUsIMU. HampumMep, oH MOKET CIPOBOIIH-
poBaTh OOMJIBHOE KPOBOTEUEHHUE MPU SI3BEHHOH 00JIe3HU, 3pO3UBHOM TacTpUTE, OCT-
PBIX 3pO3UAX M fA3Bax. JOCTATOYHO YacTo MPUMEHEHHE renaprHa MPOBOIUPYET Jie-
rOYHbIE KPOBOTEUYEHMsI y OOJIBHBIX ¢ OpPOHXOPKTa3aMH, B Clydyae 3acTOsl B MaJioM
Kpyre KpoOBOOOpaIeHHs, KPOBOTEUCHHs] M3 BEH MUIIEBOJA MPU IUPPO3E IEUYCHH,
KPOBOMBIIUSHUS B MO3T Y OOJIBHBIX THIIEpTOHWYECcKoW Oosie3npio (HapHast M.A., Mo-
po3oB 0.A., 2009). OGmupHbIC ¥ MHOXECTBECHHBIC KPOBOMJIUSHUAS HAOIIOMAOTCS B
OCHOBHOM TIPH OYEHb 3HAYUTEIBHON MEPE103UPOBKE rernaprHa TU00 MpHU BTOPUIHOM
CHIDKEHUH y OOJIbHOTO KOJMYECTBA TPOMOOILIMTOB B KPOBHU.

[Ipu mepeno3upoBKke renapuHa He0OXOAMMO BBECTH BHYTPUBEHHO €0 aHTaro-
HUCT — npoTaMuHa cynbdart 10 5 ma 1 %-ro pacTBopa 04eHb MEIJICHHO MO KOHTPO-
JeM mpoObl Ha CKOPOCTh CBEPTHIBAHUS KPOBH, OH B3aHMOJCHCTBYET C T€apHHOM C
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o0pa30BaHMEM HEAKTHUBHOTO cTabmibHOro komrmiekca. Ha xaxasie 100 EJ[ renapu-
Ha, KOTOpbIE HEOOXOAMMO HEUTPAIN30BaTh, BBOJIAT | MI MpoTaMuHa CyibQara.

HuskoMonekynspHble TenapuHbl XapaKTepU3YKOTCS BBICOKOM AaHTHArperaHT-
HOM M aHTHKOAryJITHTHOW aKTUBHOCTBIO. BhICOKast aHTUTpOMOOTHYECKASI aKTUBHOCTD
HMI" coueraercs ¢ MEHbIIEH YaCTOTOW IeMOPParu4eCKux OCJIOKHEHUM, ITOCKOJIBKY
UX aKTHBHOCTH OOYCIIOBJICHA BBICOKOW aHTH-Xa akKTUBHOCTBHIO (90 — 1352 ME-mr-1)
U HU3KOM aHTH-Xa akTHBHOCTHIO (25 — 302 ME-mr"1) (Brenner B., et al., 2000).

Hapymenus reMocrasa npu Jie4eHMUH NpenapaTaMmu
(prOPUHOINTHYECKOrO U 1e(PUOPUHU3HPYIOLIETO AeiiCTBUA

TpomOonmuTHyeckass Tepamnus B TPOIUIOM Yallle MPOBOAWIACH MpernapaTaMu
(GUOpHUHONMM3MHA B COYCTAHWM C TeMapUHOM, B JAJIbHEHIIIEM — aKTUBAaTOpamu (Hhuo-
puHoM3a. @UOPUHOIMTHKN MOTYT BBI3BIBATH BBIPAKCHHYIO TUITOPUOPHHOTCHEMHUIO,
HAKOIUICHHE B IJIa3Me MPOAYKTOB (UOPHHOJN3A, 00JIaIal0IINX aHTUKOATyJISHTHBIM
U JIe3arperaliMoOHHbIM CBOMCTBOM, a TaK)Ke CHYDKCHHE YpoBHs (akropa V. OmHOBpe-
MEHHO MCUEPIBIBACTCS M 3alac IIa3MUHOTeHa B KpoBH. [lpu nedeHnu GuOpHHOIH-
TUKaMH TPEPACTION0KEHHOCTh K KPOBOTCUCHUSM MOKET OBICTPO NEPEHTH B TPOM-
0o(dunryeckoe COCTOSIHUE, B CBA3M C YEM Ba)KHBI KaK MpPaBWJIbHAS TaKTUKa MIPHUMe-
HEHUS ITUX MPErnapaToB, TaK U aJIE€KBATHBIN J1aOOpaTOPHBIA KOHTPOJIb 32 CUCTEMOMN
remoctaza. OpUEHTUPOM CIIYXKHUT COAepKaHue B miiazMe GuOpUHOTeHa, MPOIYKTOB
€ro Jerpajaiuu, paCTBOPUMBIX GUOPUH-MOHOMEPHBIX KOMILIEKCOB U MJIa3MUHOTEHA.
KpoBOTOUMBOCTH BO3HMKAET Ha BHICOTE JIEUCTBUA IMpenapaToB, TPOMOO3bl GopMHU-
pyroTcs mo3xe. B mporiecce sieueHuss He peKOMEHIyeTCsl CHUXKATh ypoBeHb (puodpu-
HoreHa B Tia3Me Hroke 0,5 I/71 ¥ yBeNIM4YuBaTh KOAryJAIIMOHHBIE TTOKa3aTenu Oolee
yem B 3 paza. Ilocne mpekpaienusi BBEJEHUs TMpENnapaToB COAEp)KaHUE B TUIa3Me
¢ubpuHoreHa 6bICTpo Bo3pacTaeT. [Ipu nocTrwkeHun ypoBHs 1,5 1/11 yKe BO3MOXKHBI
TpoMOO03bl. B 3TOT mepuoj mokasaHo JOMOJHUTEIFHOE BBEICHUE TelapuHa C BHYT-
PUBEHHBIMU BIMBAHMSIMU TIIa3MbI JUIsI 3aMEIEHUs TUIa3MUHOTeHa. Takue TpaHcdy-
3UM TPEIOTBPAIIAIOT U JieYaT TeMOPPArnyecKue OCIOKHEHHs (HUOPUHOIUTUIECKON
tepanuu. [Ipemapater neduOpuHupyromero AeHCTBUS (aHKPOJ, apBUH) BBI3BIBAIOT
rIIyOOKyI0 TUIOGUOPUHOTEHEMUIO (CHIDKEHHE ypoBHA (ubOpuHOreHa B kposu). Kpo-
BOTOYMBOCTH TMPHU WX NMPUMEHEHUU PEAKO OBIBACT 3HAYMTEIILHOW, OHA KyNHUPYETCS
BHYTPHBEHHBIM BBEJICHUEM (HUOPUHOTEHA WITH TIJIa3MBl.
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I'/TIABA V. CUHAPOMbI IMCCEMHWHUPOBAH-
HOT'O BHYTPUCOCYAUCTOI'O CBEPTBIBAHUA
KPOBU

CuHIpOMBI TUCCEMHUHUPOBAHHOTO BHYTPHUCOCYIHMCTOTO CBEPTHIBAHHS KPOBU
(JABC-cunapoMbl) SIBISIOTCS OYEHb BaXKHOW MPOOJIEeMON COBPEMEHHON MEIUIIMHBI.
JIBC-cUHIpOMBI OCIOXKHSIOT TEUEHHE MHOTUX 3a00JIEBaHUM U 4acTO OMPEIEISIIOT UX
nporHo3. C JIBC-cuHapoMamMu CBsI3aH MaTOTE€HE3 CElcHhca U MTHEBMOHHHM, B MOCHE/-
HUE TOAbl OOHAPYKEHA CBSI3b MEXKY BHYTPUCOCYIUCTOM Koaryisiueil u meTacTa-
3upoBaHueM onyxoseil, JJBC OCIOXHIET NPE3KIaMIICHI0 W SBISETCA BEAYIIEH
OpUYMHON cMepTH >keHIuH B poxaax. 3.C. bapkaran (2005) Bbiaenser cienyrouue
npuurHbl pa3Butus JIBC-cuHaApOMOB:

1. Bce TepMuHanbHBIC COCTOSIHUS M PA3HOBUHOCTH IIIOKA — TPaBMaTUUECKUH,
OKOT'OBBIH, CENTUYECKUM, KAPAUOTCHHBIN , aHAPUITAKTUUECKUHN U T.1.

2. Bce octpble MH(DEKIMOHHO-CENTUYECKHE 3a00JIeBaHMsI, HE3aBHUCHUMO OT
BXOJIHBIX BOPOT MH(EKIINHU, BUIOBON MPUHAJICKHOCTH BO30ymutenei (OakTepue-
MU, BUPYCEMUHU, MUKCT-UH(EKIINKN) U OpraHHOM Jiokanu3anuu mnporecca. C nHpek-
[IMOHHO-CENTUYECKUMU (OpMaMH CBSI3aHO OOJIBIIMHCTBO OCTPBIX M TOJOCTPHIX
JIBC-cuHIpOMOB, BO3HUKAIOIINX BO BpeMsl OEpEeMEHHOCTH, B pojaxX U B Iocieonepa-
UOHHOM TNIEPUOJIE.

3. Tsoxenble TpaBMbI, BKIIOYAsl CUHIPOM JJIMTEIIBHOTO CHABJICHUS, TPaBMaTH-
YEeCKHUe XUPYpPruueckue BMEIIaTeNbCTBa, OCOOCHHO MpHU OlepalusX Ha MapeHXuma-
TO3HBIX OpraHax, OHKOJIOTMYECKUX BMEIIATEIbCTBAX, IPU HCIOJIb30BAaHUU ammapa-
TOB UCKYCCTBEHHOT'O KPOBOOOpAIIIEHHs, P BMENIATEILCTBE HA CEPJILIE M COCYAaX.
Omnacuocth pazsutus [IBC-cunapoma emie 6osiee Bo3pacTaeT BO BCEX CiIydasix He-
CTaOWIIbHOM TeMOJMHAMUKH U MPOBEACHUS PEAHUMAIIMOHHBIX MEPOTIPUSITHIA.

4. ITpu ocTpoili MaCCHBHOM KPOBOIIOTEPE, KOTOpasl cama 1o cede 4acTo SBIICT-
csl mpu3HaKoM yxe Tekymero JIBC — cunnpoma, Takxke Mpu HEOOOCHOBAHHBIX Mac-
CUBHBIX TeMOTpaHCDY3HSIX.

5. Bce BuabI 0OCTPOro BHYTPUCOCYUCTOTO TEMOJIN3A, B TOM YHUCIIE IIPU TPaHC-
Gy3usix HECOBMECTUMOMN M MH(MDUIIMPOBAHHON KPOBH, «KPU30BBIX» T€MOTUTUIECKUX
aHEeMHSIX, TAPOKCU3MAIIBHOM HOYHOHN TeMOTJIOONHYPHH | JIP.

6. Ilpu psae GopM akymepckoit MmaTojaoruu — SMOOIHH OKOJIOIUIOAHBIMHU BO-
IamMu, OCOOCHHO WH(UIIMPOBAHHBIMU, TPEKIECBPEMEHHON OTCIOWKE TIIAICHTHI,
BHYTPUYTPOOHOM rulenu 1ioja Ipyu IJUTEIbHON €ro peTeHIIuU B MaTKe, NP TsiKe-
JBIX MO3JHUX TOKCHKO3aX (Kiamicuu). Bo MHorux ciydasx takoi natosoruu JBC
— CUH/IPOM CBSI3aH C HHPUITMPOBAHUEM TUTAIICHTHI U OKOJIOTUIOHBIX BOJ, (POHOBBIMU
MH(EKITMOHHBIMU 3a00JICBAHUSIMH.

7. OcTpble MaCCUBHBIE IECTPYKLIMU OPTaHOB M TKaHEW 3aKOHOMEPHO BEIYT K
pazsutuio JIBC — cunapoma (eCTpyKTHBHBIE 3a00JI€BaHUs JIETKUX, OCTPhIC MaH-
KpEAaTUThI, TSKENbIE TeNaTUThl, TUCTPOUS MEUYCHH, TEPMHUUYECKHE U XUMUUECKHUE
0KOTH, CHHJIPOM JJIUTEIILHOIO C/IABJICHUS U T.1.).

8. OTpaBieHUs TEMOKOATYISALIMOHHBIMA 3MEUHBIMH SITAMH.
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OcHoBHEBIE 3BeHbs narorene3a JIBC-cuaapomos (puc. 35)

1. HavanpHas akTuUBanmus TE€MOKOATYISIITMOHHOTO Kackaaa W TPOMOOIIMTOB
OHAOTEHHBIMH  (DaKTOpaMu: TKAHEBBIM TPOMOOIUIACTHHOM, JICHKOIIMTAPHBIMHU
poTea3amMu, MPOAYKTaMH paciiajga TKaHeH, OIyX0JIeBBIMU MTPOKOATYJITHTAMU;

2. TIEPCUCTUPYIOIIass TPOMOWHEMHS C TIOBBHIIICHHEM YpPOBHS €€ MapKepOB B
kpoBHu (POMK u D-aumepoB);

3. UCTOIIEHHWE  CHUCTeMbl  (PU3HOJIOTHYCCKUX  AHTUKOATYISHTOB  CO
3HAYUTENILHBIM CHUXKEHUEM cojiepKaHus B TuiazMme aHtutpomoOuna I, mporenna C,
TUTa3MUHOTCHA U MTOBBIIICHUEM YPOBHS TPOMOOMOIYJIMHA B IIa3ME KPOBH;

4. CHCTEeMHOE TIOpaXEHHWE COCYIUCTOrO0 DHIOTENUS W CHUXKCHHE €ro
AHTUTPOMOOTHYECKOTO TIOTEHIHAIIA;

5. o0pa3oBaHME MHKPOCTYCTKOB KPOBH M OJlOKaja MHUKPOIMPKYJISAIUNA B
opraHax-MHUIIEHAX (MO3T, HAAMOYCYHWKH, MOYKH, IEUYEHBb, JKCIYAOK M KHIICUYHUK
(cyOCHMHAPOM TIOJMOPTaHHON HEIOCTATOYHOCTH) C Pa3BUTHEM JUCTPOPUUYCCKUX H
JCCTPYKTUBHBIX HAPYIIICHUH B HUX);

6. akTrBaIusa GuOpHUHOIIM3a B 30HE OJIOKABI MUKPOIIMPKY/ISAIUNA U UCTOIICHUE
€T0 pe3epBOB B OOIICH UPKYJISAINH;

7. moTpeOneHre GPaKTOPOB reMOKOATYJISIUA U TPOMOOIIUTOTICHUS (M - TTaTHS)
noTpeOsieHns, TPUBOASIINE K CHUCTEMHON KpPOBOTOUYMBOCTU M TEPMHUHAIBLHOUN
TUMOKOAryJIAIMKU BIUIOTH JI0 TOJIHOM HECBEPTHIBAEMOCTH KPOBH (reMopparuveckas
daza cungpoma);

8. mHapymieHne OapbepHOM (YHKIIMM CIU3UCTOW OOOJOYKH JKEIyJaKa |
KUIIEYHUKA ¢ TpaHcpopMmanueir acentudeckoro /IBC-cunapoma B cenTHYecKuit;
BTOpUYHAS TSKENasi DHIOTC€HHAsT MHTOKCUKAIIHSL.

Knaccudukarms JIBC — cunapomos (B.I. JIsrger, 1985, 2001 ):
1. Tlo Teuyenuto:
— OCTpo€e
— IIOJIOCTPOE
— XpOHUYECKOE
—penuauBUpYIOLIEe
—MOJIHUEHOCHOE
—JaTEeHTHOE
2. Tlo popwme:
— JI€KOMIIEHCUPOBaHHas
—CyOKOMITIEHCHpPOBaHHAs
—KOMIIEHCUPOBaHHAasI
—«(CBEPXKOMIIEHCUPOBAHHAs
— TeHepaIM30BaHHAS
—MPEUMYIIECTBEHHO JIOKaJIbHAs ( OpraHHas )
3. Tlo sTHOoNOTMU — CENTUYECKUN, aKyIIEPCKUH, TPaBMATUYECKHH, UMMYHOKOM-
TUICKCHBIN U T.]I.
Yetsipe craguu ( uiu ¢assl ) IBC - cunapoma :
— TUNIEPKOAryJIAILINI
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—HOPMOKOAryJsaanu

—TUIIOKOAryJsanunu
— ucxona
)IBC oM o | ®asbi: [nnepkoarynsauum,
-CI‘IHHP 3Y- ¥ FHIIOKOATYIALHMH
Tpom6GouuTonaTus
—>» | ¥ TPOMOOLIUTONICHUS | ——
TPOMBHUHEMUS roTpe6nems
Koarynonarus Arperauus / IMpoteonus
notpebneHus ¥ NeCTPYKLMA
KJIETOK KPOBH
JlenpecHs aHTUKOAaryJsiHTOB Dubpunauus
(ATIH, Genkos C u S, u Onokana
1poMOOMO; 1y IHHA, 1IA3MUHOICHA) MUKPOLHPKYISAUHH
I'emopparuueckuii
[Torpebnenne pakropos csepTbiBaHKA > CHHIPOM «—
v

(' HHAPOM OCTPO# KPOBONOTEPH

\ CHHIAPOM CHUCTEMHOIA

BOCHAJIUTENLHON peakuHH

CyOcunapombl e

lonuopranHoOW HEAOCTAaTOYHOCTH

N,

Merkue [Meuens Moasr KT — S3BhI

Mouku Hannoueunuxmu / \Kpos’&reqeﬁm

Hapyuwenue
Gapseproii ———> BTopuunas sunorenas centuuemns

OyHKUMU l

BTopuunwiii centuueckui JABC

Puc. 35. Cxema namozenesa /IBC-cunopoma (3.C. bapxazan, 2005).

B.T". JIsruen (1985, 2001) yka3piBacT Ha HEOOXOIMMOCTh BBIJCICHUS KIMHUKO-
natoreHeTnyeckux BapuantoB JIBC — cuaapomoB:
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- BhIpa)K€HHAas aKkTuBalus GUOPUHOIN3A, TPeodIalaHue ero HaJl CBEpThIBaH U-
€M KpOBHU U KJIMHUYECKass MaHU(ecTalusi reMOpparuiueckoro CUHIpOMa;

- genpeccus (uOpuHONIM3a Ha (OHE BBHIPAXKEHHOW aKTHUBAIMU CBEPTHIBAHMS
KpPOBHU C Pa3BUTUEM KJIMHUUYECKON CUMIITOMATUKU TPOMOO30B U TPOMOOIMOO0IHIA;

- OCTpble AUCHYHKIIMU BHYTPEHHUX OPraHOB Ha (JOHE YMEPEHHBIX reMopparui
MIpU aKTUBALUU CBEPTHIBAHUS KPOBU M HCTOIICHUH MPOTUBOCBEPTHIBAIOIINX MeXa-
HU3MOB;

- HHUIUUPYIOIIash aKTUBAIMS KJIETOYHOTO FeMOCTa3a, CEKBECTPaIls KPOBU Ha
nepudepun ¢ 0JI0Kaa0 MUKPOUUPKYISILIMU, CHUKEHUEM O0beMa IUPKYJIUPYIOIIeH
KpPOBU U apTEPUATBLHOTO JIaBJIeHHs 0€3 MPU3HAKOB CYIIECTBEHHON KPOBOIMOTEPH;

- UHUIIMUPYIOIAs aKTUBAIIUSI CUCTEMbI T€MOCTa3a UMMYHHBIMU KOMIUIEKCAMU,
KpUOTJIOOYyJIMHAMU, TOKCUHAMU C Pa3BUTUEM KaNWUIAPONATHM, MUKPOBACKYJISIPHBIX
TpoMOOreMopparuii, HEKpO30B KOXKHU U T.II., Ha (POHE MaI0i KPOBOTOYMBOCTH.

Knunuka JIBC - cunapoma

Knunnueckue nposiBineHus: octporo u nogoctporo JBC — cunapoMoB ckiia-
JILIBAIOTCSI U3 CUMIITOMOB OCHOBHOTO 3a00JIeBaHUS UM BO3JACHCTBHM, TTOCTYKHUBIINX
OPUYMHON €ro pa3BUTHUS, U MPU3HAKOB T'€MOKOATYJSIIMOHHOTO WM CMENIaHHOTO
IIIOKOB, HAPYIICHUN reMocTas3a, pacCCTPOUCTB AbIXaHUS U KPOBOOOpAIICHHS, YTHETE-
HUSILIEHTPAIIbHON HEPBHOW CHCTEMBI, TUCTPOPUU U TUCHYHKIIMU OPraHOB — MHUIIIE-
Heit (bapkaran 3.C., 2005; Bopo6beB I1.A., 2004).

['unepkoarynsauuonHas (a3za KpaTKOBpEMEHHA M, K COXKaJEHHUIO, 4acTO MpOo-
cmaTpuBaeTcsl Bpadamu. B aTy a3y OonbHbIE aguHaMHU4HBI, Bsuibl. OTMedaroTCs
ObICTpasi dMOIMOHAIbHAS MCTOIIAEMOCTb, MbIlIeuHasi ciabocts. CHUKEHa cuja B
BEPXHUX U HWKHUX KOHEYHOCTAX. [Ipu aycKynbTanuu cepamna OTMEYaeTcs yKopoye-
HUE CUCTOJBl. IMEIOT MECTO YBEIMYEHHUE NEYEHU, B3IYTUE KUBOTA, OTCYTCTBUE IIE-
PUCTAJBTUKHU KUIIEYHUKA. B JTErkKuX MOryT OTMEYaThCs KIMHUYECKUE U PEHTIEHO0-
TUYECKHUE MPOSBICHUS PECTUPATOPHOTO AUCTPECC-CUHApPOMA. Yike B (ha3e rumepkoa-
TYJSIUA MOXET Pa3BUThCS aHypus. Takum oOpa3oM, B ITOW CTalUd MMEET MECTO
MOJINOPTaHHasl HeJIOCTATOYHOCTh, OOYCIIOBIICHHAS CBEPTHIBAHUEM KPOBU BO BCEM OP-
ranu3Me. Ecnu y marmenTa B runepkoaryisinnonnyio ¢aszy JIBC — cunapoma B3sTh
KpPOBb B MIPOOUPKY, OHA CBEPHETCS OBICTPO, HO PETPAKIIMK CTyCTKa HEe OyaeT, oOpa-
30BaBIIUIHCS CTYCTOK Oy/leT 3aHUMATh IIOYTH BECh O0BEM B3ATON KPOBH B IIPOOHPKE.

B ¢a3y runoxoarymsiuu TpHCOCTUHSAETCS BBIPAKEHHBIM T€MOPPAaruyecKuid
CUHAPOM — OOIIUPHBIE TIOJKOXKHBIE, MEKMBIIICYHBIE TEeMaTOMBI, >KEIyJI09YHO-
KHIIIEYHBIC, MIOYCUHbIE, MATOYHbIE U Apyrue KpoBoteueHus. Ecim B aTy a3y B3sTh
KpPOBB B TPOOMPKY, OHA HE CBEPHETCS B TEUCHUE JUTUTEIHHOTO BPEMECHHU.

3.C. bapkaran (2005) ormeuaer: yuet ¢a3 JIBC — cuHapoma 1o JaHHBIM KOa-
ryJorpaMMbl UMEET BEChbMa OTHOCUTEIBHOE KIMHUYECKOE 3HAYEHHUE, B CHIIy TOTO,
4yTO (pa3a rumnepkoaryysiiud O4eHb KPaTKOBPEMEHHA, B MOCIEAYIONIUX (a3ax, Korjaa
HayMHaeT Npeo0aaTh TUIOKOATYISIUS, MPOAOIKAET HApACTaTh MUKPOTPOMOUPO-
BAHUE COCYJIOB B OpraHax — MHUIIEH:X, a JieueHue [IBC — cuHapoma OJHOTUIIHO Ha
BCEM €ro MPOTSKEHUU U HE CHHXPOHU3UPYETCs ¢ (hazaMu mpoliecca.

OnHYM U3 OCHOBHBIX MPOSIBICHUH JaHHON MATOJIOTHU CIY>XUT MOJIMOPraHHAs
HEJIOCTATOYHOCTh. JTO OOYCJIOBJICHO HAPYUICHUSMU MUKPOLUPKYISIUU, KOTOPHIC
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Pa3BUBAIOTCS BCJICICTBUE MUKPOTPOMOUPOBAHUSA B TOKE KPOBU U OCEJAHUEM JTHUX
CT'YCTKOB B MEJIKMX KPOBEHOCHBIX cocyaax. B pe3ynbTaTe 3amycteBaet nepudepuye-
CKHMI KpOBOTOK, HapyIlaeTCsl OKCUTCHAIIMS TKaHEeW, HapylaloTcs PYyHKIIMU BHYTPEH-
HUX OpraHoB. B mepBylo oyepeab CTpalaroT opraHbl, HauOoee 3aBUCUMbIEC OT IPH-
TOKa KPOBH ¢ KuciopoaoMm. HaGmronaroTcss HapyleHue PyHKIUU MOYeK — OCTpasi mo-
YeyHasi HEJI0CTaTOYHOCTh, MEUCHH — TSKENasl kKeNTyXa CO CHUXKEHUEM OEJIKOBO -
CUHTETHYECKOW (PYHKIUU, JIETKUX — PECIUPATOPHBIN nucTpec-cuHApoM. Pa3BuBaer-
Csl IOJIUTJIAHYJIApHAsl HEJ0CTaTOYHOCTh. [lopakatoTcst cnu3ucTbie 000I0UYKU C pa3-
BUTHEM OCTPBIX 3PO3HUM, 5I3B U T.]I.

OCHOBHBIM MeXaHU3MOM pa3Butus moka npu JIBC — cuHapome siBiisieTcs BHa-
yajie pocT nepudepruyeckoro CONpOTUBIECHHUS, a 3aTEM €ro pe3Koe MajJeHHue 3a CUET
cOpoca KpOBH 1O apTepUaibHO - BeHYISIpHbIM ITyHTaMm (Bopobnes I1.A., 2004).

KpoBotounBocts nipu JABC — cuHApOME HOCUT CMEIIAHHBIA T€MAaTOMHO —
MUKPOIUPKYJIATOPHBIM XapakTep. ['eMopparndyeckuii CUHAPOM 3HAYUTEIBLHO BhIpa-
KEH, OTMEYAIOTCS HOCOBBIC, JIECHEBBIC KPOBOTEUYEHHUS, KPOBOTCUCHUS U3 KEIyA0U-
HO—KUIIIEYHOTO TPaKTa, MaTOYHBIC, TOUYCUHBIC KPOBOTeUeHUS. MIMeroT MecTo obmup-
HbIC TIOJIKOKHBIC ¥ BHYTPHKOKHBIE KpoBoM3usHus (Prc. 36, cM. IBETHYIO BKJIAJKY).
KpoBorouat Bce cimusuctbie 000104ku (Puc. 37, cM. 1IBETHYIO BKJIAIKy). XapakrTep-
Hbl JUIMTENbHBIE KPOBOTEUEHMS] U3 MECT HHBEKUMWA. OTMEUaroTCs 3HAYMTENIbHbBIC
KPOBOMBIIUSIHUS B MECTaX BEHEMYHKINNA. MOTyT KpOBOTOUUTH J1a)K€ CTapble, CAEIaH-
HbIE HECKOJIBKO JTHEeH Ha3as npokobsl. [1.A. Bopoore (2004) moguepkuBaeT BaXXKHYIO
O0COOEHHOCTh T€MOPPAruYecKOro CHUHAPOMA MPU JAHHOW MATOJOTHU — OOUIMpPHBIE
re€MaTOMBI SITOJINI] C TIOCJIETYIOIINM HarHOEHUEM BCerja siBIsitoTcs caencrasueM [BC
— CHUHAPOMA, a HE «TPSI3HOM MTOJKH» KaK 4acTO CUUTAIOT «PEBHUTEIU UYHUCTOTHI».
[Ipu xupypruyeckux BMELIATEIbCTBAX KPOBOTOUMUT BCS paHEBask IOBEPXHOCTD,
HAJOKEHHUE JIMTaTyp Ha «KPOBOTOYAIME COCYIb» HE JaeT pe3yibTaTa. TspKelble
ocioxHeHus [IBC - cuanpoma — KpOBOU3IMUSHUS BO BHYTpEHHUE opraHbl. CMepTh B
OOJBIIMHCTBE CIIy4aeB HACTYIMAET OT KPOBOU3IUSHUS B MO3T.

[Tpu IBC — cunapome Hapyiiaetcs penapanus TkaHel. [Ipuunnamu pa3Butus
AHEMHUYECKOT0 CHHAPOMA SIBJISIOTCSA MOBBILICHHAS KPOBOTOYMBOCTH U BHYTPHUCOCY-
nuctelil remonus. [lpu JIBC - cuHnpomax Bcerja MMEeT MeCTO pa3BUTHE T'E€HEpalu-
30BaHHON MHQEKIHH. MUKPOTPOMOBI, C OJTHON CTOPOHBI, CO3AAIOT YCIOBHS ISl pa3-
MHOXEHHsI (PIIOPHI, C APYTOil CTOPOHBI, MUKPOGhIIOpa, BHIEIAS aKTUBATOPHI CBEPTHI-
BaHUS KPOBH, CO3/Ia€T BOKPYT ceOs TPOMOOTHUECKOE OKpPYKEHHE, B KOTOPOM Tepe-
cTatoT paboTaTh (HaKTOPBI TYMOPATHHOTO M KJIETOYHOTO MMMYyHHTETa. [loaTOMy Bce
TSDKEJIBIC COCTOSTHHS BCET[a CONPOBOXKIAIOTCS pa3BuTHeM cericuca (Bopoowes I1.A.,
2004).

Juarnoctuka JIBC - cuHpomMoB
Benymas pons B auarnoctuke J[BC - cuHApoMa MPUHAMIECKUT KIMHUALIUCTY.
PacnosznaBanue octporo u mogoctporo JIBC - curapoMoB obsierdyaeTcs: TeM, 4To IpHU
pslie BUIOB MaToJOTUM (IIOK, CETNCHUC, 0KOropasi 00J€3Hb, aKylllepcKasi MmaToJIOTHs,
MacCHUBHas KPOBOIMOTEPS, OCTPBIM MPOMUETOIUTAPHBIN JEHKO3 U T.A.) OH SABJISIETCS
€MHCTBEHHO BO3MOXHOM (hOpMOH HapylleHusi reMocTtasza. [ JaBHBIM MPUHIIUIIOM
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pacno3HaBanus JIBC - cuHapoma sBI€TCSl CUTyallMOHHAsl IMArHOCTHKA, UTParoLas
PELIAIONIYIO POJIb B €0 BBISIBJICHUU.

JIaGoparopnas nuarHoctuka /IBC - cuHapoma CTpOUTCS Ha BBISIBICHUM Cie-
OYIOIIMX BaXKHBIX NMPU3HAKOB: 1) OOHapyKeHHE CBUJAETENEH BHYTPUCOCYIUCTOTO
TpoMO00Opa3zoBanusl, 2) ONpeaesieHre TIyOUHbl CUHAPOMa oTpedieHust, 3) onpene-
JIEHWE TE€CTOB, HAMpPaBJICHHBIX Ha onTuMu3aluio Tepanuu (Bopooses I1.A., 2004).

K «cBunerensim» tpom6oo6pazoBanusi I1.A. BopoObeB OTHOCHUT ClEeqyIOIIHE
TECThI: 1) ompeneneHue ypoBHS pacTBOPUMBIX (UOPUH — MOHOMEPOB M IMPOIYKTOB
nerpaganuu puOpruHa (3TaHOJIOBBIA, TPOTAMUHCYJIb(PATHBIM  TECThI, ONpEEICHUE
D- numepoB); 2) CHUXKEHUE YPOBHS TPOMOOIMTOB (TpomOoIITOTICHUS
notpebiieHns); 3) MOBBILIEHUE YPOBHS TPOMOOLMTApHBIX (HakTOpoB B KpoBu (3, 4
IUIACTUHOYHBIE (haKkTOphl); 4) oOHapyKkeHUe (eHOMEHa «(pparMeHTalHH SPUTPOIU-
TOB» B pe3yJibTaTe€ BHYTPUCOCYAUCTOIO MEXAHUYECKOTO reMOoJIN3a HUTSIMU puOpHUHa
(urcio GpparMeHTUPOBAHHBIX IPUTPOIUTOB, KOTOPHIC JIETKO OMPEICIISIOTCS B Ma3Ke
KpPOBH, B TSKEJIBIX clyyasx MoxkeT gocturatb 100%).

Onpenenenue riyOMHBI CUHIpOMA MOTpeOJieHnus: 1) CHUXKEHUE ypOBHS TPOM-
OOLMTOB, 2) CHUKEHUE YPOBHsS aHTUTpoMOuHa — |ll, kpuTHUEeCKUM TSI TIOSIBJICHUS
CUHApPOMA TeNapUHOPE3UCTEHTHOCTH SBJISETCS YpoBeHb B 60% OT HOpMBI U HUXKeE, 3)
CHIKEHUE YPOBHSI IJIA3MUHOT€HA.

Tecthl, HampaBiieHHbIE Ha ONTUMHU3AIMIO TEPANUH, MO3BOJISIOIIME OLEHUTH
BBIPQ)KEHHOCTh NMOTPEOJIEHNs TeX WIN MHBIX (PaKTOPOB U MOAO0OpaTh KOMOMHALUIO
JIEKapCTBEHHBIX CPEACTB, 00bEM 3aMECTUTEIBLHON Tepanuu WIK 000CHOBaTh HEOOXO-
JAUMOCTb IJIa3MOOOMEHa!

— ypoBeHb aHTUTpoMOuHa — Il 1;

— YpOBEHb IUIa3MUHOI'€HA;

— YpOBEHb PACTBOPUMBIX KOMIUIEKCOB (PUOPUH — MOHOMEPOB U MPOAYKTOB
nerpaaanuu GuopuHa;

— arperamus TpoMOOITUTOB,;

— ypoBeHb ¢aktopa Bumibpanza.

podunaktuka JIBC - cuHapomos

1. CHmxeHue TpaBMaTH3alUKd NAUUMEHTOB MPHU XUPYPTUUECKHX M aKyLIEPCKUX BMe-
11aTeJIbCTBAX.
2. bricTpoe m MoiaHOE ycTpaHeHHe 00JEBOr0 CHHAPOMA, IIOKa U APYTUX (PaKkToOpoB,
BbI3bIBaONUX pazsutue JIBC - cunapoma.
3. Ilo BO3MOXXHOCTH, HCKJIIOYEHHE BCEX BO3JCHCTBHM, KOTOPHIE IPOBOIUPYIOT
MOCTYIUIEHUE U3 TKAaHEH B KPOBb OOJBIIOr0 KOJUYECTBA TKAHEBOIO TPOMOOIIACTH-
Ha (BBIACJICHHE TYIIBIM ITyTEM U3 CIAEK OPraHOB BO BpEMs OIE€paliy, MacCaK MATKU
IIPU €€ MOCIEPOAOBOM ATOHUH, PyYHOE OTJEJIECHUE NIALEHTHI U T.J.)
4. Heob6xoauMo n30eraTtb HEONMpPaBJaHHBIX MAaCCUBHBIX reMOTpaHC(y3ull, T.K. Takue
TpaHc(y3uu MoryT npoBouupoBath pazsutue ABC - cuHnpoma, BbI3bIBas ClaIX U
0JI0Kaly MUKPOLIMPKYJISILMU B OpraHax.
5. Cnenyet m3beraTh MPOJOTKUTEIBHON HMINEMU3ALMH MOPAKEHHBIX YacTeW Tema
WJIM OPTaHOB.
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Jleuenue JIBC — cunapoma
HeoOxonuMm TuiaTenbHbIA MOMCK 3THOJOTrMYECKUX (aktopoB passutus JBC —
cunapoma. I1o BO3MOKHOCTH «yJaneHune» NPUIMHHOTO (paKkTopa.
VYcrpanenue Bo3A€MCTBUM, KOTOPhIE MOTYT MOAAEPKUBATH U ycyryouars [IBC —
CUHAPOM.
bonee paHHee BBeIEHUE CBEKE3AMOPOKEHHOW IUIA3Mbl B JOCTATOYHOM KOJIUYE-
ctBe. OOBbEM nepesinBaeMon Mmia3Mbl B (paze rurnepkoarysisiiuy He MeHee 1 nuTpa,
B (haze rUmokoaryasiuuu 0 2 JUTPOB CYTKHU (MpU HEOOXOAMMOCTHU, MOJ KOHTPO-
JIEM LIEHTPAJIbHOTO BEHO3HOIr'O JABJIEHUS, MOCEe NpoBeJAeHUs mia3madepesa, BO3-
MOKHO BBeJleHHEe Oombliero oobema miasmel). [locie corpeBanus miasmel 10 36
—37°C HeobxonuMo ee ObICTPOE BHYTPUBEHHOE BBEJICHUE.
OOHOBPEMEHHO CO CBEXKE3aMOPOKEHHOW IJIa3MOW HAayMHAeTCsl BBEJEHUE Terna-
puHa 1o 15 — 20 TeIC. €. B CYyTKH BMECTE € IJIa3MOM Ha paHHMX dTarax OCTPOro u
nogoctporo JIBC — cunnpomoB u 1o 10 — 15 TeiC. e1. BO BTOpOU U TpeTheit dazax
nporecca. BmecTo remapuHa MoryT IpUMEHSITBCS HU3KOMOJIEKYJISIPHBIE Ternapu-
Hbl — (ppakcunapu, kiekca, ¢pparmud noakoxuo 4000 — 6000 antu Xa en. B
CYTKH.
[Tpu neyenuun JIBC — cunapoma kpaiiHe He KeaaTeabHbl TpaHC(HY3UU IPUTPOMAC-
Chl U TeM 0oJiee HATUBHOM JOHOPCKOM KPOBH, TTOCKOJIBKY MIPH ATOM YCUJIMBAETCS
TPOMOOTHYECKHI MpoIecc U 6JI0Kaa MUKPOIIUPKYJIISIIMHA B OpTaHax.
[Ipu ocTpoil moyeyHOM HETOCTATOYHOCTH JIyUIInid d(PPeKT JaeT kKamneabHOEe BBe-
nenue nomamuna (0,05 % pactBop Ha 5% rioK03€) co ckopocThio 5 — 10 kamnens
B MUHYTY (cyTouHas go3a 200 — 400 Mr) ¢ OTHOBPEMEHHON CTUMYJIAIUEH TUype-
3a nazukcoMm 1o 40 — 80 mr. [Ipu HemocTaTouHOM A exTe mpubderarT K dTAIHO-
My 1utazmadepesy, a 3aTeM Mpu COXpaHstomencs anypun k remoauanu3y (bapka-
ran 3.C., 2005; Bopo6ses I1.A., 2000)
ITpu JIBC, 00ycOBIEHHOM CHHIPOMOM JUIUTEILHOTO CAABIEHUS, BAXKHOE MECTO
3anumMaet miazmadepes (Bopodres I1.A., 2004).
Ha no3nnux cragusx octporo u nopoctporo IBC — cuHApOMOB, Ba)KHOE 3HAYE-
HHUE UMEET 3aMeIIcHUuEe TPOMOOIUTOB TpaHChy3usMu 1Mo 4 — 5 103 TPOMOOKOH-
LIEHTpaTa B CYTKHU.
Ha nmo3auux cragusx octporo u nogoctporo [ABC — cuHIpOMOB U NpU HATUIUHU
CHUHJIpOMa peuH(y3Un MPOBOIUTCS BHYTPUBEHHOE BBEJCHHE OOJIBLINX 103 aHTH-
nportea3 — koHTpukana no 50 — 100 teic. ea. u 6oinee (cyrounas no3a a0 500 Teic.

en).
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I'JTABA VI. ITATOJIOI'US TEMOCTA3A
Y BOJIBHBIX 'TEMOBJACTO3AMU

[laToreHe3 KpOBOTOYMBOCTM TMpU TeMo0JIacTo3ax BechbMa pa3HOOOpa3eH.
HaubGonee yacteiMu marorenetuueckumu (axropamu cuutatorcs (bapkaran 3.C.,
2007):

1. srIOTEINO3;

2. HapylieHue TPOMOOIUTAPHOTO reMocTaza (TPOMOOIMTONEHUU, TPOMOOIIH-
TO3bI, TPOMOOIIUTONATHH);

3. ABC-cunapowm;

4. U3MEHEHNE PEOJIOTUYECKUX CBOMCTB KPOBHU;

5. mpuoOpeTeHHbIN cuHapoM Buinebpanna;

6. BEHOOKJIFO3UOHHBIM CUHAPOM

Anoomenuos. [lpu muenonponudepaTuBHLIX 3a00JI€BaHUSIX, B TOM YHUCIIE TIPU
OCTPBIX MHUEN00JACTHOM JIEHKO3€, MHEJIIOMOHOIIMTAPHOM JIeHKO03€e, MOJUIIUTEMUH,
ACCEHIMAIIBHOW TPOMOOIIUTEMUU U METaKapUOIIMTApPHOM JIEUKO3€, UMEETCS HEMoJI-
HOILICHHOCTh CTE€HOK KPOBEHOCHBIX COCYNOB U sHAoTenus. C 3TOH HEMOJHOIEHHO-
CTBIO, a TaKXKe C JACPUIUTOM W/UIU NUCPYHKIMEH TPOMOOLUUTOB CBS3BIBIOT MOBBI-
IMIEHHYI0 JIOMKOCTh MHMKPOCOCYZIOB, BBISBISIEMYI0 MaHXeTHOM mpoOoit KoHuanos-
CKOTro U 0aHOYHOM MPOOOH, M CBONCTBEHHYI0O MHOTMM BHJIaM JIEMKO30B METEXHAJb-
HO-TIATHUCTYIO KPOBOTOUMBOCTH, HOCOBBIE U JIECHEBBIE KPOBOTEUEHHS, MEHOPpAruu
U Jpyrue BUABI KPOBOTOUMBOCTA MUKPOIIUPKYIATOPHOTO TUMA. Takue MPOSIBICHUS
Yale BCero COMyTCTBYIOT TPOMOOILMTONEHUN WIIM KaUeCTBEHHOW HEMOJIHOIEHHOCTH
TPOMOOILIUTOB U HAPYIICHUSM aHTHOTpouUecKor (DYHKIIMU KPOBSHBIX IIACTHHOK.
Hapymenus anrnorpodudeckoit GyHKIIMA TPOMOOITUTOB BEAYT K TUCTPODHH dH]IO-
TEMAJIBHBIX KJIETOK M MPOXO0KJICHUIO CKBO3b HUX IPUTPOILUTOB (Iuariefie3Has Kpo-
BOTOYMBOCTh), K JIETKOMY OTTOPKEHHIO 3THUX KJIETOK B KpOBb. baHouHas mnpoda
Banbpimana JOKYMEHTHUPYET 3Ty HEMOJIHOLIEHHOCTh 3HA0TEeNHs. HemoqHOUueHHOCTh
SHIOTENINSI U MUKPOLUPKYJIATOPHAsE KPOBOTOUYMBOCTh CBOMCTBEHHBI HE TOJIBKO TPOM-
OOLIUTOTNIEHUSIM, HO M THIEPTPOMOOIIMTO3aM, YTO B COBPEMEHHOM JHTEpaType 000-
3Ha4yaeTcs Kak «rpoMOonureMudeckuii mapamokcy (bapkaran 3.C., 2005).

DHA0TENH 00J1alaeT BHICOKOW YYBCTBUTEJIBHOCTHIO K JIEMKOIIUTAPHBIM MPO-
TeazaM, aJre3ud JIEUKOLMTOB M HEKOTOPBIX BUAOB OJIACTOB K COCYAMCTOW CTEHKE,
KOTOpPbI€ YCUJIEHBI Yy OOJBHBIX OCTPBIMH JIEMKO3aMU. JTO BEAET K Pa3BUTHIO TakK
Ha3bIBAEMOI'0 CHUHJpOMA JIEMKOCTa3a, MOBPEKICHUIO SHIOTEIUS JICMKOUUTAPHBIMU
mpoTea3amu, MUTOKWHAMH, (PaKTOPOM HEKpO3a OIyXOJH, SHAOTOKCHHaMH. [Ipu mue-
nonpoaudepaTUBHBIX 3a00JI€BaHUAX IHIAOTENNO3 YCYTyOJISIeTCsl CTa30M KPOBU U T'HU-
MOKCHEH, YTO XapaKTepHO MJI MOJUIUTEMHH U TPOMOOUUTEMUU. BBICOKOUYBCTBU-
TEJICH JHJOTENINM K JEUCTBUIO psifia IMTOCTATHKOB U K JIy4eBOM Tepanuu. Bce 3tu
MOBPEKAAIONINE SHIOTEIUATbHBIE KIECTKH BO3JEHUCTBUS MPUCYIIM MHOTHM OHKOTE-
MaTOJOTUYECKUM 3a00JIEBaHUSAM, CBSI3aHbl C U3MEHEHUSMH KIIETOYHOrO COCTaBa W
PEOJIOTHYECKUX CBOMCTB KPOBH, & TaK¥KE PAa3BUTHEM PsiJia BTOPUYHBIX OCIIONKHEHUM
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(uapexumonHo-Tokcuueckuit JIBC cunapom u np). XapakTepHO, YTO KO MHOTUM M3
ATUX TMOBPEKIAONINX BO3ACHCTBHUI SHIOTENUN OoJiee YYBCTBUTEIICH, YEM KpOBe-
TBOPHBIN anmapatr. PenentopHbiil annapar 3HAOTENNUSA B3aUMOAEHUCTBYET U C POCTO-
BbIMU (paKTOpaMH TPOMOOLMTOB U JEHKOUUTOB (OCOOEHHO Makpodaros), U3-3a YEro
HapylIalTcd KOHTPAKTHIBHOCTh KPOBEHOCHBIX COCYJIOB, 0Opa30BaHUE B SHIOTEIUU
PENAKCUPYIOIIMX U KOHTPAKTUIBHBIX (PAKTOPOB, Mpoiudepaius riaakoMbIIIeYHbIX
KJIeTOK. OJJHOBPEMEHHO MOXET HapylIaThCs B3aUMOJEHCTBUE CTEHOK MUKPOCOCYI0B
¢ (axropom Buinebpanma u TpoMOOIMTaMHU, YTO MOKET COIPOBOXKIATHCS BhIpa-
KEHHOW KpPOBOTOUMBOCTBIO U OJHOBPEMEHHO CHI)KEHHEM TPOMOOPE3UCTEHTHOCTH
SHAOTEINANBHBIX KIJIETOK, UX CIIOCOOHOCTH CBSI3bIBATh U MHAKTUBHPOBATH TPOMOMH
NyTeM MOTEpPHU €ro TJIABHOIO pelentopa — TPOMOOMOAYIHHA, B KOMIUIEKCE C KOTO-
pbIM TPOMOMH yTpauMBaeT CIOCOOHOCTh CBEPThIBaTh (UOPUHOTEH W MpuoOpeTaeT
AHTUTPOMOOTEHHbIE CBOMCTBA, MOCKOJBKY CTAHOBHUTCS aKTUBATOPOM OJHOTO W3
IJIaBHBIX (DU3MOJIOTMUECKUX aHTUKOAryistHToB — Oenka C. Bce 3T0 nenaer uzMeHe-
HUS DHAOTENHS OJTHUM U3 TJIaBHBIX 3BEHbEB (POPMUPOBAHUS MPHU MuUenomnpoiudepa-
TUBHBIX 3200JIEBAaHUAX KaK T€MOPPArnYeCKOro CUHIPOMa, TaK U BHYTPUCOCYIUCTOTO
CBEPTHIBaHMS KPOBU B BUJE TPOMOO30B W/UIU TpoMOOreMopparuii, a Takke BEHOOK-
KJTIO3MOHHOT'O TpOIecca MPU TPAHCIUIAHTAIMU CTBOJIOBBIX KJIETOK KOCTHOTO MO3Ta.
Takum oOpa3om, SHIOTENNO03 SBISETCS BaKHBIM KOMIIOHEHTOM MaTOreHe3a Hapyllie-
HUI reMocTasa npu MmuesnonpoiudepatuBHbix 3a0oneBanusx. [lociennue B oaHUX
CIIydastX XapakTepU3yITcs 0J0KaA0W MUKPOUMPKYISIIMN, TPOMOO3aMu U/UIN sIBJIE-
HUSIMU CJIaJKa, B JIPYTUX — KPOBOTOYMBOCTHIO, B TPETHUX — TPOMOOreMopparuye-
CKUMH TMPOSIBICHUSIMHU.

Hapywenua mpomboyumapnozo zemocmaza. TpoMOOIUTONICHUS W JIHC-
GbyHKIHS TPOMOOITUTOB, HAOIIOAAIONINECS MPU OCTPHIX JIEHKO03ax, NMPU TePMUHATb-
HBIX OJIACTHBIX KPU3aX XPOHHUYECKOTO MHENO0- ¥ MHUEIOMOHOILUTAPHOTO JIeHKo3a, a
TakKe TMPHU MPOBEACHUH IMOIMXUMHOTEPANNH, JTy4eBOW TEpamuu WU TOCIETyIOIeH
TPAHCIUIAHTAIIUU CTBOJIOBBIX KJIETOK KOCTHOT'O MO3Ta, SIBISIOTCS OJTHOM M3 OCHOBHBIX
IIPUYMH Pa3BUTHA y OOJIBHBIX reMopparudeckoro cuaapoma. [loarBepkaeHuem 3To-
MY CIIYKHUT TOT (paKT, YTO BO MHOTUX CIy4asiX y OOJBHBIX y/AaeTCs BPEMEHHO KYIH-
pOBaTh KPOBOTOUMBOCTH TPAHC(Y3USIMHU KOHIIEHTPATOB TpoMOOIIMTOB. BMmecTe ¢ Tem
TPOMOOIIUTONIEHUSI — BaXXHBI KOMIIOHEHT TAaKHX CJIOKHBIX HapyIICHWH reMocTasa,
kak JIBC-cunapomM u 0COOEHHO TPOMOOLIMTONEHUYECKass MypIypa, KOTOPhIE 4acTo
OCJIOXKHSIIOT JIEMKEMUYECKUE MPOLIECCHI, HO aJI€KO HE BCErJa CBOEBPEMEHHO pacIio-
3HAIOTCS, 0COOCHHO MOCIEIHss hopma.

['ene3 TpoMOOIMTONEHUN MOXET OBbITh PAa3IUYHBIM, OITOMY Ba)KHO pa3iv-
qaTh cienyromue 6asucHeie BapuanThl ee (bapkaran 3.C., 2005):

1) runonpoayKuMoHHbIE (POPMBI, CBA3aHHBIE C METAIJIa3Me KOCTHOIO MO3ra,
YMEHBIIEHUEM B HEM OOIIE Macchl MErakapuoLMTOB. JTO HapyILIEHUE, KOTOpOe Xa-
pPaKTEpU3yEeTCS aMEerakapuoLUTO30M KOCTHOTO MO3Ta U BBISBJISIETCS MPU UCCIEI0Ba-
HUU TPENaHaTOB MOcCieAHero (Ho He Muenorpammel!). OHO MOKeT ObITh 00yCIOBIIE-
HO KaK CaMUM JIEKKO3HBIM MPOLECCOM U MeTalljla3ueid KOCTHOIO MO3ra, TaK U BTO-
PUYHOM aIru1a3vel MOCIEAHETO MPU MUTOCTATUYECKOH aria3uu;

191



2) peTeHUUMOHHBIE (POPMBI, OOYCIOBICHHBIE MOBBIIIEHUEM JAETOHUPOBAHUS
TPOMOOIIMTOB B YBEJIMUYEHHBIX CEJIE3E€HKE U NIEYEHH, B TIOPTaIbHOU cucteme. Yem 6o-
Jiee yBEJIMYEHBbI CEele3€HKa U NMEYeHb M YeM 3HAYUTENIbHEE CHMIITOMBI MOPTAIbHOU
TUIEPTEH3UN WU MNpU3HAKA TpoMOo3a Me4YeHOYHbIX BeH (cuHapoM bana-Kuapw),
TeM 0oJiee BbIpaKeHA peTEHIIMOHHAs TpoMOouTOneHus. Jta (opMa XapakTepHu3yeT-
Csl IMCccolMaluen KOJIMYecTBa TPOMOOLIMTOB B KPOBH U COCYAaX MOPTAIbHONU CUCTE-
MBI, TJI€ UX KOJIMYECTBO HAMHOI'O MPEBBIIIAET TAKOBOE B KPOBH, MIOJYYEHHON U3 JIOK-
TEBOM BCHBI;

3) TpomOonuTOonieHUU NMOTpeOIeHUsT — POPMBI, CBA3aHHBIE JIUOO C pa3BUTHEM
octporo wiu noaocrporo JABC-cunapoma, nudo TTII. Ilpu stux popmax npoucxo-
JTUT JACTIOHUPOBAHUE OOJIBIIMX MacC (PYHKIIMOHAIBLHO HamOoJiee aKTUBHBIX TPOMOO-
IIUTOB B MUKPOIMPKYJIATOPHOM pYyCie, NPEUMYIIECTBEHHO B LIOK-OpraHax, TOrJa
KaK B LUPKYJIALMHN OCTAIOTCS HAaUMEHEEe aKTUBHbIE U (DYHKIIMOHAJIBbHO HEMOJHOIEH-
HbI€ KPOBSIHbIE MJIACTUHKHU, HE CIIOCOOHBIE OOecrneyrBaTh MOJHOLEHHBIH TeMOoCTas.
Ota TpombouuTONEeHUs1 6oJee BhIpaxkeHa U Bo3HukaeT panbiie npu TTII, mpu koto-
poil Takke OOHApY>KUBAIOT MHOXKECTBO CIOHTAHHBIX arperaroB KPOBSHBIX MJIACTH-
HOK B KPOBHM U CITOCOOHOCTH IJIa3Mbl OOJIbHBIX BBI3BIBATH arperamuio TPOMOOIIUTOB,
BBIJIEJICHHBIX W3 KpoBH OonbHBIX. B psige cinyuaeB TTII Bo3HuKkaeT Bcien 3a TpaHc-
IUIaHTaMel KOCTHOTO MO3ra, 4TO SBJISIETCS CEPbE3HBIM OCIIOKHEHHEM JICUCHHS
OOJBHBIX.

[Ipu remoOnacTo3ax Hapsiay € TPOMOOLMTONEHUEH HEPEeIKO MMEETCs Kade-
CTBEHHAsl HETMOJIHOIIEHHOCTh MErakapuoIUTapHO-TPOMOOIIMTApHOTO anmaparta. B pe-
3yJbTaTe TaKOW HEMOJHOLIEHHOCTH ITUPKYJIUPYIOIIHE TPOMOOIIUTHI HEpeaKko Mopdo-
JIOTUYECKM M3MEHEHBI U yTPAUMBAIOT B TOW WJIM WUHOW CTETIEHH CBOU (DYHKIIMOHAI b-
HbI€ CBOMCTBA. JTH TPOMOOLUTAPHBIE HAPYIIEHUS B CBOIO OYEPEAb CIOCOOCTBYIOT
Pa3BUTHIO AUCTPOPUUYECKUX MPOIECCOB B IHJOTEIIUU.

H3menenusa peonozuueckux ceoiicme Kpoeu. Ilpu muenonponudepaTHBHBIX
3a00JIeBaHUAX, B TIEPBYIO OYEpEIb MPU IPUTPEMHUH, BAKHYIO POJIb B PA3BUTUU HAPY-
[IEHUS] MUKPOLUPKYJISIIUN KPOBH, €€ CTa3a, B pOPMUPOBAaHUH TPOMOO30B U UIIEMUN
OpPraHoB, a TAaK)K€ B Pa3BUTHH BTOPUUYHBIX T€MOPpPAruii UMEIOT NOJUTIO0YIINS U CTY-
LIEHUE KPOBH, XapaKTEPU3YIOLIUECS NOBBIIIEHHEM I'€MaTOKPUTHOIO MOKa3aTens, Co-
JepXaHHusl TeMOTJI00MHA U 3PUTPOLIMTOB B KPOBHU, YaCTO BMECTE C TMIIEPTPOMOOIIH-
TO30M M TuIleparperamnueil KjaeTok kposu, 3amemienue CO3. biokagy MUKpPOLIMPKY-
JSUMU MOYKET YCHUJIMBATh TMIIEPIEUKOIMTO3. Bee 3TH cBUTH BEyT K T'MIIOKCUH, He-
CMOTpsI Ha BBICOKOE COJIEPKAHUE B KPOBH IPUTPOLIMTOB M I€MOINIOOMHA, K JUCTPO-
¢un sHA0TENNSA, CIOCOOCTBYIOT TpOMOO3aM U MILEMUSIM, a TaKXKe Pa3BUTHIO TeMOp-
paruii. B cBs3u ¢ stum 3.C. Bapkaran (2007) cuutan HEOOOCHOBAHHBIMU MPUBOIS-
IIMECS] BO MHOTMX CIPaBOYHUKAX «HOPMATHBHBIE)» MTOKA3ATENIN COAEPKAHUS B KPOBU
SPUTPOLIUTOB (5,2-5,5><1012 a1y myxuud) 1 COD ot 1 go 15 mm/gac. Knuandeckuit
ONBIT MOKA3bIBAET, UTO MPU TAKOM BBICOKOM 3puTpouuTose u 3amemnenun COD no
0,5 — 4 MM/9 BO3HUKAET BHICOKHI PUCK PAa3BUTHS WUIIIEMUU OPTaHOB, TPOMOO30B Ma-
TUCTPAJbHBIX COCYJIOB, MH(APKTOB MHOKapAa, MO3TOBBIX MHCYJBTOB, TaHTPEH KO-
Heunoctei (bapkaran 3.C., 2007). D1 sBJIeHUs yCYryOJIsIOTCS YacThIM COYEeTaHUEM
MOJIUTIIO0YIMK ¢ runeprpoMoOounto3oM. [lpaBunbHas oneHKa aHAJIW30B KPOBU U
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CBOEBPEMEHHO MPHUHATHIE MEPHI [0 YCTPAHEHUIO MOJUIIIO0YINU — OT KPOBOITYCKa-
HUW 70 IMPOBEAECHUS YNPABISIEMON T'€MOIWIIONNN U Ha3HAYEHUS JUIMTEIBHOTO MpHe-
Ma aHTHArperaHToB C MOCJEAYIOIEH MaTOreHEeTHUECKON Tepanuei mMuenonpoude-
PaTUBHOTO 3a00J€BaHUs MO3BOJSAIOT YCTPAHUTh U MPEAOTBPATUTH TPOMOO3BI U HIlIe-
MUH, N30€KaTh NHBATUAU3ALUN U CMEPTH OOJIBHBIX.

OcTpblil NPOMUEJIONUTAPHBIN JIEHKO03

Octpsiii npoMuenonutapubiit seitko3 - OIJI (M3 no FAB-knaccudukanun) -
JIOBOJILHO PEIKHUI BapUaHT OCTPOro JIEHKO3a, Ha €ro JOJII0 MPUXOJUTCA He Oolee
10% cpeau Bcex oCTpbIX HEMUM(POOIACTHBIX JIEUKO30B. SIpKasi KIMHUYECKAst KapTHHA
1 Mopdornornyeckue ocobeHHoctu 3adboneBanus no3poauiu Hillestad eme B 1957 r.,
3anonro o coznanus FAB-knaccudukaiuu, BBIIETUTh €r0 B Ka4eCTBE OTACIbHON
dopMbl ocTporo Jeiko3za. OCTpblii MPOMUETOUUTAPHBIA JIEHKO3 JOBOJBHO PEIKOE
3a0oneBanue, coctaBmsier S5 — 10% OT BceX OCTPBIX  MHEIOUIHBIX
(HemuMboOIaCTHBIX) JIEHKO30B M BeTpeuyaeTcst yarne y monoabix (CaBuenko B. T,
[MaposuunukoBa E.H., 2010). Menuana Bo3pacta  OOJBHBIX  OCTPBIM
npomuenonutapaeiM Jieiikozom (OITI) cocraBnser 30 — 38 jer, XOoTda uWHOrAa
3aboseBaHue BcTpeuaercs B Bozpacte mosioxke 10 u crapmre 50 nmer (CaBuenko B. T,
[Taposuunukosa E.H., 2010).

[IpuynHON OCTPOro NPOMHEIOLUTAPHOIO JIEUKO3a SBISETCS XPOMOCOMHAas
Tpancnokanus t (15;17), Beaymas kK COeAMHEHUIO TeHa pelenTopa peTUHOEBON KHC-
n01el (RAR-anwsha) c reHoM omyxosieBoro cynpeccopa PML, npoaykT koToporo 06-
pasyer B sape crnenupuyeckue MaTpUKC-aCCOIMUPOBAHHBIE siiepHbIe Tenblla PML.
[{uToreHeTHUeCKNii aHAIM3 BBIABISET B KieTkax O00iabHBIX APL TpaHciokamuu, 3a-
XBaThIBAIOIIME XpoMOcoMBl 15 u 17. Oto cnemududeckue tpancmokauuu q(15;17)
(q22;q11.2) He ObLIM BBIBJIEHBI HU B OJTHOM JPYI'OM THIIE JICHKEMHH MUETIOIUTOB HIIH
JIPYroM 3J0KauyeCTBEHHOM 3aboieBanuu. Tpancimokamms (15;17) mnpepsiBaeT
RARanbpda red u gactp ero cimBaercs ¢ jJokycom PML xpomocomsl 15, oOpasys
xuMepHbIi cauThiii 6emok PML-RARa. I'en PML kommpyer OGenok, comeprKamiuid
"HMHKOBBIE MalbIbl', U MOXET SBISATHCS BaXHbIM TpPAHC- ECHCTBYIOIIMM TpaH-
CKpUNIIMOHHBIM  (hakTOpoM B Tporiecce TudPEepeHIINPOBKH  TPaHYIOIUTOB.
[Ipenmonaraercs, uro xumepubiii 6e10k PML/RAR-a nHakTUBHpYET 1O JOMHHAHT-
HO-HETaTUBHOMY MEXAaHHM3MY aloNTOreHHYI (YHKIHIO HOopManbHOTO Oenka PML,
o0Opa3ysi ¢ HUM TeTepoArMEpPhl. MeXaHW3Mbl WHAYKIIMH aromnTo3a MpH THIEPIKC-
npeccun PML moka He coBceM sicHBI. Dkcnpeccusi xumepHoro 6enka PML/RAR-a,
BBI3BIBAIOINAS MHAKTUBAINIO HOpManbHOU (yHKIMu O0enka PML, kak u mepectpoiika
BCR/ABL, BefeT 0otHOBpEMEHHO U K U3MEHEHUSAM PETYIIAINH KISTOYHOTO ITUKJIA U K
YaCTUYHOMY OJIOKMPOBAHUIO MHAYKIMU anonTto3a. B pe3ynbTaTe MHOTOHANpaBlieH-
HOTO XapakTepa JeUCTBUSI THOPUIHBIX MOJIEKYJ HOSIBIASIOTCS KJIIETKU C MTOBBIIIEHHBIM
npouepaTUBHBIM MOTEHIIMATIOM U OJHOBPEMEHHO C YCTOMYMBOCTHIO K HEraTHB-
HBIM PETYJISATOPHBIM CUTHAJIAM W/WIM HEOJAromnpUsTHBIM YCJIOBHUSIM OKpYKarouien
cpensl. [Ipenmnonaraercs, YTo TaKUe U3MEHEHUSI MOTYT OBITh YK€ JOCTATOYHBIMU JJIsI
pa3BUTHUA MO KpailHeW Mmepe HEKOTOpbhiX (opMm remoOnacto3oB. U, neilicTBUTENBHO,
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nepectpoiiku BCR/ABL nwnin PML/RAR-a 4acto sIBISIOTCS €UHCTBEHHBIMU T€HE-
TUYECKUMU U3MEHEHUSIMU, OOHAPYKUBAEMBIMU COOTBETCTBEHHO NMPU XPOHUYECKOM
MHEJIOUJHOM U OCTPOM IPOMHUETIOLUTAPHOM JIEHKO3aX.

boino uaeHTuGUIIMpoBaHO MHOXKECTBO JIEMKEMUS -CIIEIIM(PUIECKUX T€HOB, HO B
pe3yibTaTe CIusHUS TeHOB perentopa petuHouaHou kuciaoThl (RAR anbda) u rena
neiikemun npomuenountToB (PML) BO3HUK HOBBI UHTEPECHBIN MPUMEP TAKUX T€HOB,
MPUBOSIIMX K BO3BHUKHOBEHUIO OCTpoil Jedkemuu wmuenonutoB (APL).
Tpu pazsbix xumepHbix reHa PML-RARa, qnmunssiit (L), cpeanuit (M) u KopoTKuid
(S), aBAsAIOTCS Pe3yabTATOM Pa3IMYHOIO THIA CIUIAWCHHIA 3K30HOB reHa PML mpu
CIUIAMiCMHTE TpaHCIOUMpoBaHHOToO reHa RARa.

OcTpblii MPOMUENOIUTAPHBIN JIEMKO3 UMEET CIEAYIOIINE OCHOBHbBIC KIMHHUYE-
CKH€ OCOOEHHOCTH:

- YpE3BBIUAMHO TSKENIOe, OBICTPO MPOTPECCUPYIOIIEE TCUCHHE C HEYKIOHHBIM
HapacTaHWEM BCEX OCHOBHBIX CHHIPOMOB OCTPOTO JIEMKO3a, B TOM YHUCJE TKEIOU
WHTOKCHKAIIUM, BEIPAXKEHHOW aHEMUU;

- UHTEHCUBHBIA reMopparudeckuii cuHapoM. OH TOMUHUPYET B KIMHUYECKOMN
KapTUHE U SBISETCA IJIaBHOM 0COOEHHOCTHIO ATOr0 BapHaHTa Jieiko3a. ['emopparu-
YECKUW CHUHAPOM MPOSIBISAETCS MHOXECTBEHHBIMU PACPOCTPAHEHHBIMU KPOBOU3IIH-
SHUSIMHU Ha TeJIe, BUTUMBIX CIM3UCTBIX 000J0YKaX, KPOBOTECUCHHUSIMHU CaMbIX pa3ind-
HBIX Jokanu3anui (puc. 38 — 40, cM. BeTHYI0 BKJIAJKY). ['eMopparuu MoryT 3Hauu-
TEIbHO YCHIIMBAThCS HAa (DOHE IUTOCTATHYECKOW TEpamuu W SBISIOTCS OJHOM M3
OPUYUH CMEpPTH OOJbHBIX. ['eMopparuyeckuii CUHIPOM MPU OCTPOM IMPOMHEINOIU-
TapHOM JIeiiko3e OOYCJIOBJIEH HCXOJHOM TpomOouuToneHueir u paszsutuem JIBC-
CHUHJIpOMa, KOTOPHIN ele OoJbIle YCyryOJsseT TPOMOOIIMTOICHUIO B CBSI3U C pa3BH-
THEM KoarynonaTuu notpebnenus. Pazsutue JIBC-cunapoma mpu ocTpoM MpoMHe-
JIOIIMTAPHOM JIEWKO3€ CBA3aHO C HAJUYHEM B TpaHysax 0JIacTOB OOJBIIOTO KOJIHYE-
CTBa TKaHEBOTO TPOMOOIJIACTHUHA (CIIOHTAHHO M B TPOIECCE JICYCHUSI OH B OOJIBIIIOM
KOJIMYECTBE BBIJIENAETCS B KPOBb U HHUIIMUPYET BHYTPUCOCYIUCTOE CBEPTHIBAHUE), A
Tak)Ke C BBICBOOOXKJIEHHEM U3 0JaCTOB AJIACTO30MOIO0HBIX MPOTEa3, KOTOPhIE UHTH-
oupytor ceepteiBatonue daxktopsel V, VII, XlII, XIll, dudpunorenonus u ¢pudpuno-
nn3. Mmeer Takke 3HAUEHUE BBIICIICHUE U3 MPOMUEIOLUTOB aKTUBATOPA IIA3MUH O-
reHa, YTO CIIOCOOCTBYET Pa3BUTHUIO KPOBOTECUECHUS;

- KpaifHe peKo HaOII0JaeTCs He3HAYUTENIbHOE YBEIUYeHHE JIUMQOY3IIOB Ie-
YeHH, CEJIC3CHKU. Y OOJBITUHCTBA OOJIBHBIX YBEIWYEHUS ITUX OPraHOB HE OTMEYa-
eTcs. B MuenmorpamMMe mpu OCTpOM MPOMHENOIUTAPHOM JIEHKO3€ OOJBIIOe KoY e-
CTBO IMPOMUEIONUTOB U OJacTOB. biacThl BBIMISIAST Kak KpPYMHBIE KIETKU HeEmpa-
BUJILHOUN (POopMBI. XapaKTepHO OOJIBIIIOE YPOIMBOE CKIAAUATOE SIAPO, TPAHUIIBI €TO
HedeTkue. [luTromnasma 61acTOB COMEPKUT MHOTO BaKyoJeW W TpaHyl, BUIHBI Ta-
JT04KkH Ayapa.

B 3aBHCMMOCTH OT BEIMYMHBI U KOJIMYECTBA FPAHyJ B UTOILIA3ME MTPOMHUEIIO-
IUTOB PAa3IUYAIOT TUMEPTPAHYJSIPHBIA M MHUKPOTPAHYJISIPHBIM BapUaHTbl OCTPOTO
MIPOMUEIOLUTAPHOTO JEeHKO3a, MPUYEM MOCIeAHUN nHoraa ooo3Havaercst Msy. [lpu
TUNIEPTPAHYISIPHOM BapUaHTE MPOMMENIONUTHI UMEIOT AJIpO HEMPaBUIBLHON (POPMBI,
3aHUMaroIIee OOJBIIYI0 YacTh KIETKH; IIUTOIUIa3Ma MPOMUEIOIUTOB Oorata Kpym-
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HBIMU TpaHysiaMu U manodkamu Ayaspa (Puc. 41, a, 6, cM. 1iBeTHYIO BKIAnKy). [Ipu
[UTOXUMUYECKOM HCCIICIOBAHUU BBISBIISIIOTCS MHEJIONEPOKCHAa3a U JUMUAbI, TJIU-
KoreH (aud¢y3Ho WK B BUAE TPaHYII), MOKET ObITh NOJIOKUTENbHAS PEaKIUsl HA He-
cnenupUYecKyro 3cTepasy, He MHrubupyemyro Hatpus ¢ropunom. Ilpu mukporpa-
HYJISIPHOM BapUaHTE MPOMUEJIOLUTH UMEIOT PO C HEPOBHBIMH KOHTYpaMu, OHO
CKJIaJ4aToe, C BIABJICHUAMHM, COJIEPKUT 1-2 HYKIICOJbl; LIUTOIJIA3Ma COJIEPKUT B He-
0O0JIBIIIOM KOJIMYECTBE a3ypoHiibHbIC IPpaHyJibl, HHOT /A anoyku Ayaspa (Puc. 41, B).
bmactel umerot anturensr CD13, CD15, CD11, CD33.
Jleuenue OllpJI

Hoperunoeas 3pa neuenus OIUI xapakrepusoBanach kpaitHe HeOIaronpusT-
HBIMU pE3yJbTaTaMH — cMepTHOCTh cocTaBisuia 100%. IlpoBenenne xumumorepanuu
yeyryomnsuio JIBC-cunapom, T.K. paspyulieHue 01acToB B nepudepuyeckoid KpoBHU
CrocoOCTBOBANIO elie OoJbIlIEMY BbIXOAY B KPOBb TKaHEBOTO TpomoOoriacTuHa. Kak
paBujI0, 00JIbHBIE TOTMOATHM OT KPOBOM3IUSHUS B MO3T WX NMPOQY3HBIX MOJTOCTHBIX
KpoBoTeueHu. (OJIHAKO UMEHHO C IPOMHUEOIUTAPHBIM JEHKO30M CBSI3aHO OJTHO U3
KPYIHBIX JTOCTHKEHUI B 00JacTy OUOJIOTUU JIeiKko30B B mociennue 20 jer — oOHa-
pyxenue hdekra auddepeHIMPOBKUA OJACTHBIX KJIETOK MPOMHUEIOIUTAPHOTO JIeH-
K032 MO/ BO3JICUCTBUEM JIEPUBATOB PETHHOEBOU KHUCIOTHI — MOJHOCTHIO TPAHCPETH-
HoeBoil kucnoTel (ATRA). Ilpu npumenenuu ATRA ObICTpo JOCTUTAETCS TMOJTHAsS
pemuccusi OILJI, ObICTpO KynmHUpYyIOTCS TeMOpparudeckuii (B TOM 4YHcCiie U 00YCIIOB-
nennsiii JIBC) cunapoM. DTy pabGoThl BIEpBbIE ObUIM OMYOJIMKOBAaHBI KUTAMCKUMU
uccienoBaTeasiMu B KoHIe 80-X IT IPOLUIOro CTOJIETHS.

Tpanc-petunounnas kucinota (ATRA) npuBoIUT K BBI3JOPOBICHUIO OOJIBHBIX
APL, nmo3Bossisi mpeanosiarath, 4To B MPOIECCe TPAHCIOKAMKU 00pa3yeTcsi TOPMOH-
cesa3pIBaronuii 0emok (Montesinos P., et al., 2009). Xumepnsiii 6enoxk PML-RARa,
0- BUAUMOMY, OJIOKHpyeT nuddepeHIInpOBKY MHUEIOUIHBIX KIETOK, a 00paboTka
ATRA cuumaet stot 3dpdexr (Lo-Coco F., Ammatuna E., 2006). I'ensl, BoBICUEH-
Hble B matosiorndeckuil mponecc npu OllpJl, mo-BugumMomy, IpUBOJST K CTPYKTYp-
HBIM MU3MEHEHUSIM HOPMAaJbHOrO reHa (IPOTOOHKOI€Ha), U €ro OEJIKOBBIA MPOIYKT,
NEUCTBYSd Ha KJIETKY-XO31MHA, BBI3bIBAET 3JI0KAYECTBEHHOE MEPEPOKICHUE
(Grimwade D., Enver T., 2004). 3ToT 6e10K B HOpME BOBJICUYCH B MPOIECCHI TPOIIU-
depaniuun 1 U hepeHIUPOBKU. MOJEKYISIpHbIE W KIMHUYECKUE HCCIICIOBAHUS
OIlIpJI 6onBHBIX BBHISBISIOT, YTO KIJIETKUA OOJBHBIX MOTYT HadaTh AU (epeHInpoBKY
nox BozaeiicteueM ATRA. OOnapyxenue TpaHciokauuu 15;17 maet xopouuid npo-
rao3 (Gillard EF, Solomon E., 1993). Ilpu teparmuun ATRA mnepecrpoiika rena RARa
CyIlleCTBYET 2-3 Heleld, a 3aTeM MCYE3aeT; MOocJie BhI3JOPOBICHHS] BOCCTaHABINBA-
eTcsi HopMaibHas cTpykTypa reHa RARa (Brunning R.D., McKenna R.W., 1994).
Ucnonp3oBanne ATRA a1 BoccTaHOBIIEHUS CO3pEBaHMS KIETOK U UX AuddepeHin-
POBKY B T'PaHYJOIUTHI IPUBOAUT K BBI3IOpOBIcHUIO 85-90% mamueHToB. DTO SBIIS-
€TCsl TIEPBBIM MPUMEPOM JIeUCHHUs paka 4desnoBeka. HaOmroneHuss o He0OXOAMMOCTH
caiitoB niepes reHoM PML nns BzaumogeiictBus ¢ ATRA moBbiliaeT He00X0AMMOCTh
MonekyisipHoit auarnoctuku OlIpJI nepen HazHaueHunem mnu npogomxennem ATRA
tepanuu. XumepHbid 0emok PML-RARa kimHuYeckn yao0eH 11 TUAarHOCTHUKH U
HaOmonenus npu euenun OllpJI.
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TeMm He MeHee, 10 TaHHBIM MCCIEA0BAHUM, IPOBEACHHBIX B JAJIIbHEUIIIEM, TE-
panus Tosibko ATRA Bceraa u ObICTPO 3aKaHUMBAETCA peuuIuBOM. JIumib mpu coue-
TaHHOM Hcnofib3oBaHud ATRA u xumuoTepanuu JOCTUTAIOTCS XOPOIIHE pe3yJibTa-
Tol: Y 70% Oonbubix OIUJI, mocTynuBIIMX B cTaluoHap 0€3 reMopparu4eckoro MH-
CyJbTa U IpO(]Py3HBIX MOJOCTHBIX KPOBOTEUEHUM, TOCTUTAETCA peMuccus 3aboseBa-
HUS, M3 uuciaa d3TUX nauueHtoB y 70% KoHcTatupyercs CTOiKas KIMHUKO-
reMaToJIOTUYECKasi PEMUCCHs CBBILE 5 JIeT, MPUpPaBHUBaEMas K BBI3JOPOBICHUIO
116. (Brain BJ., 1999; Casuenko B. I'., ITaposuunukoBa E.H., 2010; CaBueHko
B.T'., 2012). Panee ans neuenuss OllpJl ucnonszoBanu komOuHanumo ATRA (kom-
MEpUECKOe Ha3BaHUE - BECAHOWJ) M NPOTOKOJA «7+3», BKIIOYAIOUIEro LUTO3ap U
pyOOMMUIIUH.

B nacTosiiee BpeMst ieueHre TakuX NalueHToB B Poccun mpoBoauTest mo mpo-
TOKOJY, pa3padotanHoMy coTpyauukamu ['HI Mu3apaa Poccun — AIDA.

Hnoyxkuyusn

« ATRA - 45 Mr/ M° BHYTPb ©KEIHEBHO TIOCIE efbl (MOXKHO B 2 MpHEMa), B Te-
yeHue MUHUMYM 30 gHei

Hoapybuyun - 12 mr/ M° B/B 1 pa3 B cyTkH, KopoTKasi HH(Y3us, B 2.4.6,8-ii
1IHU oT Havyana npuema ATRA

Konconuoauus (1-it kypc)

*  Uoapybouyun - SmMr /M°B/B 1 pa3 B cyTku, KopoTkast uHGy3us, 10U 1-4
« ATRA - 45 mr/ M BHYTPb €KEIHEBHO MOCJE €/1bl (MOKHO B 2 npuema), AU 1-

15

Konconuoayusn (2-it kypc)

e Mumoxcanmpon - 10 mr/ M” B/B 1 pa3 B cyTKH , KOpoTKast HHQY3us , 1HH 1-5

(nam 1-3 y manmeHToB cTapiie 55 JieT)

« ATRA - 45 mr /M BHYTPb €KE€IHEBHO TOCJE /bl (MOXKHO B 2 mpuemMa), 1Hu 1-

15

Konconuoayusa (3-it Kypc)

*  HUoapyouyun - 12 mr/ m“ B/B 1 pa3 B cyTku, KopoTkas nHdy3us , 1eHb |

« ATRA - 45 mr/ M BHYTpPb €KEIHEBHO IOCJE €/1bl (MOXHO B 2 IpueMa), 1Hu |-
15
Hloooepircusarowan mepanus

*  Mepkxanmonypun - 50 mr/ Ve BHYTpPb | pa3 B CyTKH, IOCTOSSHHO B TE€UEHHUE 2
JIET OT MOMEHTA 3aBEePILICHHS] KOHCOTUAALUN

*  Memompexcam - 15 mr/ M B/B 1 pa3 B HEAENIO , B TCUCHUE 2 JIET OT MOMEHTA
3aBEpIICHUSI KOHCOIUIAIUN

« ATRA - 45 mr/ M° BHYTpPb €KEIHEBHO NOCJIE €/l (MOKHO B 2 mipuema), 1-15-i
JTHU KaXKJ0TO TPETHEro MECsIa B T€UEHHUE 2 JIET OT MOMEHTA 3aBEPIICHUSI KOH-
COJIMJIALINU

Jleuenne JIBC-cunapoma npu OlIpJI npoBoauTcs no BceM ImpaBuiiaM JICUEHUS
9TOM marosoruu (riaasa V)

YuuThiBasg JIIUTEIBHYIO BBDKMBAEMOCTh TAaKUX OOJBHBIX, BCTajl BOIPOC O
HEOOXOJUMOCTU MPOBEACHUS UM MNPODUIAKTUKU HEUPOJIEHKEeMUHU, KOTOPYIO CTalu
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yacto peructpupoBath npu OIIJI. Panee OonbHBIE 3TUM JEHKO30M 10 Pa3BUTHUS
HEUPOJICUKEMUHU MPOCTO HE noxkuBaiau. IIo cCOBpeMEHHBIM MPOTOKOJIAM, JIEYEHUE
OIJI (MHIyKUMSI pEMUCCUH, KOHCOMUIALMS PEMHUCCHH, TTOAACPKUBAIOIIAs Tepanus B
peMUCCHUH, JIeYeHUE WU NpoUIaKTUKA HEUPOJIEUKEMUHU) MPOBOASTCS B TEUEHUE
nByx set. Ilocie 3Toro, B ciryyae COXpaHEHUs IEPBOM PEMUCCUU, LIMTOCTATUYECKAs
Tepanuss oTMeHserca. Ho 3a OOJbHBIMH TOXXKM3HEHHO BEIETCS JAMCIAHCEPHOE
naomoenue. (Cauenko B. I'., [TapoBuunukosa E.H., 2010; CaBuenko B.I"., 2012).

IIpn peummuBax OIIJI mcnonp3yeTcs JieueHHE C NPUMEHEHHEM Mpernapara
Tpuokcuaa Mblibsika (apceHukym) (CaBuenko B. I'., IlapoBuunukoBa E.H., 2010;
CaBuenko B.T"., 2012).
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I'JTABA VII. BACKYJIUTbI

TEMOPPAT'MTYECKUHA BACKYJIUT

['emopparnyeckuii BacKyJIUT — HIMPOKO PacHpOCTpaHEHHOE 3a0o0JieBaHUE, B
OCHOBE KOTOPOTO JIC)KUT MHOKECTBEHHOE 04aroBoe TPOMOMPOBAHHUE COCYIOB B Oua-
rax TUIIEPIPruYeCKOro BOCHAJIEHHUS ¢ Pa3BUTUEM BTOPUYHBIX F€MOppAruid B cocyaax
KOXHU U BHyTpeHHux opranax (bapkaran 3.C., 2005). ['emopparuueckuii BaCKyJIuT -
UMMYHOKOMIUIEKCHOE 3a00JIeBaHUEe, MPU KOTOPOM B MHUKPOCOCYAaX pa3BUBACTCS
aCeNTUYECKOe BOCTAJICHUE C 0YaroBou TUCTpodueil SHIOTEIusI U AECTPYKIIUEH CTe-
HOK O]l BIUSIHUEM PACTBOPUMBIX UMMYHHBIX KOMIUIEKCOB U AKTUBHPOBAHHBIX UMHU
IIUTOKUHOB 1 KOMIIOHEHTOB cucTeMbl kKomruieMeHTa (CemenkoBa E.H., 1988). Ilo-
paxxeHne MHUKPOCOCYAOB HecmenuguyHo. Ero mMoryt crnpoBOIMpPOBATH pa3iUdHBIC
(dbakTOphl — BUPYCHBIE U OaKTepHabHbIe WH(DEKIINK, TPUBUBKH, aJlJIEPTUUECKUE pe-
aKI[M1 Ha XOJOJ.

PaznuuaroT KOXKHBIN, CYCTaBHOM, a0JOMHHAIBHBIN, MOYCHHBIH CHHIPOMBI.
KoxHo — cycTtaBHYI0 (hopMy 4acTO Ha3bIBAIOT MPOCTOH. Bce BhImenepeuncieHHbIe
CUHIPOMBI MOTYT codeTaThCs. Paznmyaror ocTpblie (C MOJHHEHOCHBIM BapHUaHTOM),
XPOHUYECKHE U peluANBUpYIoIIre Gopmbl ¢ Oojiee WU MEHEE MPOIOJKUTETLHBIMU
PEMHUCCHUSIMU.

1. Koxxublif cuHIpOM BcTpedaeTcs: HanOosiee yacto. OH CUMMETPpUYHO Topa-
KaeT KOHEUYHOCTH, SITOJULBI, PEXE TyJoBHIIE. BO3HUKaeT mamysie3HO — TeMopparu-
YecKasl Chillb, HHOT/IA C YPTUKAPHBIMHU dJIeMeHTaMu (puc. 42, CM. IIBETHYIO BKIIAJIKY).
Brickimanust MOHOMOPGHBI, CHayana OHU UMEIOT OTYETIMBYIO BOCHAIUTEIbHYIO OC-
HOBY, B TSDKEJIBIX CIIy4asiX OCJOXKHSIOTCS IEHTPAIbHBIMU HEKPO3aMHU U MOKPBIBAIOT-
Cs1 KOPOYKAMH, HAJI0JITO OCTAaBIIsAsl NUTMEHTaluo. [Ipu HagaBIMBaHUU 3JIEMEHTHI ChI-
nu He ucye3aroT. KOoXKHbI CUHAPOM OTIMYAETCS YHOPCTBOM TEYEHHUS, C TPYIAOM
NOJIACTCS TEPANIUU AHTUKOATYISTHTAMH U1 UMMYHOAEIPECCAHTAMH.

2. CycTaBHOM CUHAPOM BO3HHMKAET, KaK MPaBUJIO0, BMECTE C KOKHBIM WJIU CITY-
CTSl HECKOJIBKO YacOB WJIM JTHEW IOCJEe HETro B BUJEe O0Jiel pa3HONW MHTEHCUBHOCTHU B
KPYIIHBIX CyCTaBaxX, COIPOBOXIAETCS OTEKOM ITOPa)XEHHBIX CyCTaBOB. boiib uepes
HECKOJIBKO JTHEN IMPOXOJHT, HO MPU HOBOW BOJIHE BBICHIIIAHMN MOXET BO3HHKHYTH
BHOBb. HacTo CyCcTaBHOE ITOPaKEHUE HAIIOMUHAECT PEBMATOUIHBIN MTOJIUAPTPUT.

3. AGAOMUHANBHBIN CUHAPOM Hallle HaOIoJaeTcs B IETCKOM Bo3pacte, B 50 —
75% cnydaeB u y 1/3 GonpHBIX mpeobnagaeT B kinHHuYeckod kaptune (bapkaran
3.C., 2005). ['maBHBII NpU3HAK — MOCTOSIHHBIE WM CXBAaTKOOOpa3HbIE 00U B KUBO-
Te. bonu nHOrAa OBIBAIOT HACTOJILKO MHTEHCUBHBIC, YTO MAIIMEHTHI KOpYATCs B MO-
cTenu U kpudat. bonb 00ycioBiIeHAa KPOBOMBIMSIHUEM B CTEHKY KUIIKH, F€MOpparu-
SIMU B CyOCEpO3HBIN CI0M U OpIOIMHY. DTH KPOBOUBJIMSIHUS YaCTO COMPOBOXKIAIOTCS
reMOPPArnyeCKUM MPOMUTHIBAHUEM KUIIIEYHON CTEHKHU U CIU3UCTON 000JIOUKH, KPO-
BOTCUCHUSIMU U3 HEE M U3 YYaCTKOB HEKPO3a, KPOBABOU PBOTOM, MEJIIEHON WJIM CBE-
e KpPOBBIO B Kaye. HacTo OTMEUAKOTCS JIOKHBIEC MO3BIBBI C YaCThIM CTYJIOM, WJIH
Hao00OpOT, C ero 3a7epkkoil. OTMeUarTCa JTMXOpajJika, pa3IuyHON CTENEHU BhIpa-
KEHHOCTH JIEMKOUHTO3. [Ipr 3HAUMTENBHBIX KPOBOTEUEHUAX PA3BUBACTCS KOJUIANC U
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ocTpasi MOCTreMopparuyeckas aneMus. Y Ooublleld yacTu OOJIbHBIX KJIMHUKA a0mo-
MUHAJBHOTO CUHApPOMA HENmpoJoiKuTenabHasd. Kak npaBuio, ero KIMHUYECKUE Ipo-
SIBJICHUS pa3pelnaroTcs B TeueHue 2 — 3 aHei. [lepuoabl CUIIbHBIX O0JIel YepeyroTces
c 0e300JIeBBIMH MPOMEKYTKAMH, MPOAOKAIOIMMUMUCSA B TeueHue 1 — 3 gacoB. D10
obneryaer auddepeHanbHblii AUardHo3 a0JOMUHAIBLHOTO CHHApPOMA C OCTPHIMU
XUPYPru4ecKUMHU 3a00JI€BaHUSMH OPraHOB OprOIIHOM nosiocTH. Ho BO3MOXHBI U Ta-
KM€ TSDKEJbIe OCJIOKHEHMS, KaK MHBarvHAIUs KUIIEYHUKA, iepdopariusi, IepUTOHUT.
HuddepeHunanbHplii [UarHo3 3aTpyJHEH y OOJbHBIX 0€3 KOXKHO-CYCTaBHBIX MPOSIB-
JICHUW U C CUMIITOMaMHM pa3pakeHus: OpromuHbl. AOIOMUHAIBHBIA CUHAPOM MOXKET
UMUTHUPOBATH OCTPYIO KHUIICYHYH) HEMPOXOJAUMOCTh, AlMECHAUIIUT, MEPEKPYT KUCTHI
SMYHHKA, TPOOOIeHrE 3Bl KullleyHuka. J(uddepennuanpHas JuarHocTUKa 3aTpy/I-
HeHa eni€ ¥ MOTOMY, YTO caM BacCKYJHUT MOXKET CTaTh MPUYUHOMN BCEX MEePEeyYUCIICH-
HBIX 3200JIeBaHUI OPIOIIHOW MOJIOCTH. Y B3POCHBIX OOJIBHBIX a0JOMUHAIbHBIA CHUH-
JPOM BCTpPEYAETCS PEKE U B MOAABIISIONIEM OOJIBIIMHCTBE CIYYaeB HE CIY>KUT IOBO-
JIOM ISl AMArHOCTUYECKOM JTanapOCKOMHH.

4. TloueuHsblii CUHIPOM OOHAPYKUBAETCS y TPETU OOJIbHBIX U YaCTO MPOTEKAET
[0 TUITY OCTPOTO UM XPOHUYECKOTO IIIOMEpYyJIoHedpHUTa C TeMATypHel U POTEUH Y-
pueit, pexxe ¢ Hepporuueckum cunapomom (bapkaran 3.C., 2005). Ilopaxenue mno-
YyeK, KaK MpaBuio, pa3BuBaercs uyepe3d | — 4 Hemenu mocie Havana 3a00jeBaHUS.
[IpuzHaku HedpuTa MOTYT COXPAHSATHCA JIUIIbL HECKOJIBKO HENENb MM MECSIEB, HO
OBIBAaET 3aTSHKHOE MJIM XPOHUYECKOE T€UEHHE, YTO 3HAUUTEIBHO YXYJIIAET MPOTrHO3
3a0oneBaHus. Y Takux OOJIBHBIX OBICTPO MPOrPECCUPYET MOPAKEHHE MOYEK C UCXO-
oM B ypemuio. [lopaxeHne mouek — ornacHoe MPOSIBICHHE TeMOPParuyecKoro Bac-
Kynuta. HeoO0XoIMMO MOCTOSTHHO CIAEAUTH 3a COCTABOM MOYM U (PYHKI[MEH MOYEeK Ha
NPOTSKEHUU Bcero 3aboneBanusi. [lopaxarorcst mpeuMyIIecTBEHHO KIIYOOUKH, B KO-
TOPBIX OTMEUAETCSl TUIEPIEIUTIONAPHOCTh SHIOTENNs, UHTPA U IKCTpaKaMUUIsIpHas
KJIeTOYHAas Tposidepalus, mopakeHue KIeTok U GuOPHIUIIPHOTO BEIIECTBA ME3aH-
ruyma, OTJIOKeHHE B Kammuisapax GpuopuHa u Macc TpoMmOoruToB. Hanbonee onacen
MOJOCTPBIA HEPPUT (IKCTPAKAMMIIISIPHBIA BapUaHT) C OUYEHb BBICOKOW THUIIEPTEH3U-
78

3HAUUTENIBHO PEXKE BCTPEUAIOTCS COCYAMCTBHIE MOPAKEHUS JETKUX U LEepe-
OpanbHas ¢hopma 6oise3nu (Cemenkora E.H., 1988).

Kinandeckn 4acTto oTMeuaeTcs MOBBIIIEHUE TEMIIEPATYPhl, B aHAIN3aX KPOBU
nerkounTo3, yeandenue COD, MOBBIICHUE COAEPKAHUS a2 U Y — TNIOOYJIMHOB B ChI-
BOpoTKe, runeppudpunorenemus. [lapaMerpsl kKoarynorpaMMbl HE BBISBISIIOT MPU
reMOpPpParnyecKoM BaCKYyJIUTE CKOJIbKO- HUOY/Ib 3aKOHOMEpPHBIX cIBUroB. Comepixka-
HUE€ B IJIa3M€ aHTUKOAryJISIHTOB CYIIECTBEHHO HE HM3MEHSIETCS, HO MEePUOAUYECKU
OoOHapy>KUBAETCs CIOHTAHHAS TUTIEpAarperaus TPOMOOIIUTOB.

JleueHue reMopparuyeckKoro BacKyauTa

OO0s3aTenbHbl TOCTUTAINU3AMSA U COOJIIOAEHUE TOCTeabHOro pekuma. Heoo-
XOJIUMO M30€erath MepeoxJIaKICHUSI U JOMOJHUTEIIbHOU CEeHCUOMIU3auu OOJbHBIX
MUIIEBBIMUA MPOAYKTAMHU U JIEKAPCTBEHHBIMU IpenapaTaMu, B TOM YKCJie€ BUTaMUHa-
Mu rpynnsl B, U3 painmona MCKIIOYaroTCs IMIOKOJAJ, Kakao, kode, HUTPYCOBbIE,
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CBEXKHUE SATOJIbI (3EMJISTHUKA, KIIYOHUKA U T. [I.), BCE MHIUBHUIYaJIbHO HEMEPEHOCUMBIE
BU/JIbI TIUIITY.

CycraBHOM CUHAPOM, MOBBIIIEHUE TeMIEpaTyphl Tena u yBenuueHue COD He
SBJISIIOTCST TIOKA3aHUSIMU K TPOBEACHUIO aHTUOAKTEPUATBHON Tepanuu, MOCKOJIbKY
ATHU MPOSIBJICHUSI CBA3aHBI C aCENTUYECKUM MMMYHHBIM BOCTIaJieHHEM. Masoaniepru-
3UPYIONINE aHTUOMOTUKY MOTYT Ha3HAYAThCS JIUIIb MPU HATUIUU (POHOBBIX WU CO-
MyTCTBYIOMMX MH(EKIIMOHHBIX 3a00JI€BaHMM (IHEBMOHUH, NTUEJIOHEPpUTA U T. 1.).

Hecrtepougnbie npoTUBOBOCTIATUTENBHBIE TIpenapaThl (aCIUPUH, UHIOMETAIIUH
U Jp.) UHTUOUPYIOT BOCTIATUTEIBHBIN MPOLIECC U OCHA0JISIIOT arperaiuo TpoMOOITH-
ToB. C 1eJbI0 AU3arperauu TpoOMOOLIUTOB MOKET MPUMEHSThCS KJIonuaorpen (ra-
BUKC) MO 35 — 75 MT' B CyTKHU.

B octpoit daze 3aboneBaHusi, 0COOCHHO TIPU MOUYeyHOU (OpME, HUCIOJIB3YIOT
KOPOTKHE KYPCHI, 110 5 — 7 JHEH, JedeHus nmpeaHnu3010HoM B o3¢ 0,5 — 0,7 Mr/kr B
cyTku. O053aTeNIbHO «IIPUKPBITHE)» TAKOTO JICUCHUS JTOCTATOYHBIMH J103aMU Terapu-
Ha. J[nuTenpbHOE Ha3HAUYEHHE MPEIHU30J0HA HE JKeNaTeabHO, T.K. OH MOXKET YCHUJIU-
BaTh CBEPTHIBAaHUE KPOBH B IOPAXKEHHBIX COCYIaX U OJIOKATy MUKPOIUPKYJISIINH.

[IIupokoe mpuUMEHEHHUE TIPU TeMOPPArMvYeCKOM BACKYJIUTE MOJIydWiia Ternapu-
HOTepanusi, KoTopasi pacCMaTpPUBAETCSl KaK OA3UCHBIM METO]T JIEYEeHUs! JTaHHOTO 3a00-
neBanus. ['emapuHOTEpanusi NPOBOJIUTCS MO KOHTPOJIEM BPEMEHH CBEPTHIBAHUS MO
JIn — VYaiiTy, ayTOKOaryJasiiMOHHOTO TECTa, aKTUBUPOBAHHOT'O MapUUaIbHOIO TPOM-
OOIJIAaCTUHOBOTO BPEMEHHU, 3TAHOJOBOW U MpoTamMHUHCYyIbdaTHOU mpol. CyTrouHas
no3a renapuna 400 — 800 EJl/kr. [Ipenapat nmpeAnodTUTeIbHO BBOJAUTH BHYTPUBEH-
HO C PAaBHOMEPHBIM PAacIpeAeICHUEM B TEUEHUE CYTOK. BO3MOXKHO MOJIKOKHOE BBE-
nenue ppakcurnapuna mo 3850 — 5700 EJI/ cyTku.

BaxxHbIM METOJIOM JI€UEHUSI TEMOPPArNYECKOr0 BACKYJIUTA SIBIISIETCS STAMHBIN
(muckpeTHbIN) 1azMadepes — yaanenue miasmel o 200 — 300 1o 700 M1 yepe3 1eHb
C 3aMeHOH € (HU3MOTOTUYECKUM PAaCTBOPOM XJIOpUJA HATpHUsA. 3a OJAMH KypC TaKoro
JICYCHHSI Y B3POCIHBIX OOJIBHBIX JTOJDKHO OBITH YIAIEHO OT 3 10 6 JUTPOB IUIa3MBbI, Y
JeTell COOTBETCTBEHHO MEHbIIEE KOJIMYeCTBO. [Ipy ymopHOM TeYeHUU BaCKYJIWTA,
€r0 PEeIUANBUPYIONIEM TEUECHUH KypChl Ma3Madepesa cieayeT IPOBOIUTh TOBTOPHO
10 3 pa3 B roj Moj NPUKPHITHEM aHTUKOATYJISIHTOB WJIHM MPOTHBOBOCHAIUTEIIBHBIX
CPEJICTB.

AHTUTMCTAMUHHBIE TpenapaTthl (AUMEPOJ, TaBETHJ, CYNPAcCTUH W Jp.) B
HacCTOosIee BpeMsl IOUTH He mpuMeHstoTca. He onpaBiaHo Ha3HAUEHUE MPENapaToB
KaJIbLIUS, aCKOPOMHOBOM KUCJIOTHI U pyTUHA. He T0MKHBI IPUMEHSATHCS NIPU JICUECHU U
reMOpPParnyecKoro BacKkyiaura npenaparsel ButamuHa K, rpynner B. [IpotuBonokasa-
HBI JIt0ObIE€ BUJIbI BaKIIMHAILIMU, TAK KaK OHU MOTYT CIIPOBOLMPOBATH TSXKEIbIN pelu-
JIMB U 000CTpeHUE OOJIC3HMU.

B npodunaktuke peuuauBoB U 0OOCTpeHUN OOJE3HU BAXKHYIO POJIb UTPAET
MpeynpexIeHIE 000CTPEHU 04aroBoi HH(MEKIMH, 0TKa3 OT MpuéMa aHTUOMOTHKOB
U Ipyrux mpenapaToB 0€3 BECKMX OCHOBAHUM, yCTpAaHEHUE KOHTAKTA C ajliepreHamMmu
u MeaukameHTamu. [IpoTuBonoka3ansl NpoOkl ¢ OaKTepUaTbHBIMU AHTUTEHAMH — TY-
O0epkynuHoBbie, bropue u ap. OOocTpeHus 3a00j€BaHUS MOTYT MPOBOLIMPOBATHCS
OXJaXICHUAMH, (PU3NUECKUMU HATrpy3KaMu, HAPYIICHUSIMU MUTAHUS, AJIKOTOJbHBI-
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MH HaIlUTKaMH, CTPCCCOM. Kenarenen I/IHI[I/IBI/II[yaJ'IBHHﬁ HOI[60p IIPOAYKTOB IIUTA-
HUs. bonbHbBIC noaJjickat AuCraHCcepu3anuu B reMaTOJIOIrM4YCCKOM KaOWHETE.

3CCEHIUAJBHBIA KPUOT'JIOBYJIMHEMUYECKU BACKYJIUT

DcCeHIMaNbHbIN KPUOTI00YIMHEMUYECKUN BaCKYIUT — CUCTEMHBIA BaCKYJIHT,
MOPKAIOUIUNA MEJIKUE COCYAbl (KamUJUISPhI, BEHYJIBI, apTEPHUOJIbI), XapaKTePHU3YIO-
IIUHCSA OTJIOKEHUEM B HUX KPUOTJIOOYIMHEMUUYECKUX UMMYHHBIX KOMIUIEKCOB U CO-
YEeTAIOMIMIICS ¢ CHIBOPOTOUHOM KpuorioOynuHemued. KpuornoOynuHbl — 3TO ChIBO-
POTOYHBIE UMMYHOTJIOOYJMHBI, 001aaronue CnocOOHOCThI0 00pa30BBIBATh MPEIIU-
IIUTATHI TIPU Temreparype Hike 37°C. KpHormoGyMHbl MOTYT MPELUIHTHPOBATE B
COCY/JIbI KOKH Y BBI3bIBATh 00pa30BaHUE MABIIUPYEMON reMOPPAruuecKoi mepmypahl.

KpuornoOynunel nenar Ha 3 TUIMA B 3aBUCMMOCTU OT COCTAaBIISIFOIUX KOMITO-
HEHTOB:

- tun | (mpocThie KpUOTIIOOYIMHBI) BKIHOYAET MOHOKIOHATBHBIE UMMYHOTJIO-
OynuHbl ogHOTrO Kiacca (A, G wim M) pexke — MOHOKJIOHAJIBHBIC JIETKUE 1IETTH UMMY-
HOTJIOOYJIMHOB;

- tun |l (cmemanHble KPUOTIOOYIWHBI) COCTOUT U3 OJHOTO MOHOKJIOHAIBHOTO
UMMYHOTJI00yIMHa B postk anTuTena (00brano IgM, pexe IgA wmu G), coennHeHHO-
ro ¢ nonukioHanbHbIM 1gG. B mocnenHue roasl yCTaHOBJIEHO, YTO CaMbIM Pacipo-
CTpPaHEHHBIM COYETaHHWEM MpHu KpuoriooyiauHemuu |l Tuma sBisieTCs KOMILJIEKC MO-
HOKJIOHATBHBIN IgM + monuknonaneHbelil 1gG, B koTopom IgM mpencrasnsier coboit
antu-19G;

- Tun 11l (cMemanHble KPUOTIIOOYJIMHBI) COCTOUT U3 HECKOJIBKUX KJIACCOB ITO-
JTUKIJIOHAJIBHBIX UMMYHOTJIO0YJIMHOB, @ UHOTJIa — U3 HEMMMYHOTJIOOYJTMHOBBIX MOJIE-
KyJ (GuOpOHEKTUH, TUMONPOTEUHBI, C3-KOMIOHEHT KOMIJIEMEHTA).

KpuornoOynunsr | Tuna vamie Bcero BCTpedaroTes npu JuMdornpondepaTrB-
HBIX 3a0o0sieBaHuAX. || TUIT KpHOTI00YIMHOB OTHOCHUTENIBHO YacTO OOHAPYKUBAETCS
MPU XPOHUYECKOM TJIIOMEpYyJIOHEDPUTE, TP XPOHUYECKUX BUPYCHBIX HHQPEKIIUIX.
Kpuornobynuaemus |1l Tuma BcTpedaercst mpu CUCTEMHBIX 3a00J€BaHUSAX COCTUHHU-
TENBHOW TKaHM, HECTENU(UUECKOM S3BEHHOM KOJIUTE, OOJE3HAX MEYECHU HEBUPYC-
HO sTHoNornu. CMmemannas kpuorinoOymuHemust |l u 11l TumoB mMoxkeT BcTpeuaThes
P PA3TUYHBIX HHPEKIIMOHHBIX U ayTOUMMYHHBIX 3a00JIEBaHUSIX 1 MOXKET OBITh ca-
MOCTOSITEILHON HO30s0TrH4YecKor (opmoit. Y 30% OOIBHBIX 3CCEHIIMAIBHON KPHO-
rooynuHemuent |l u Il Tuna pasBuBaeTCs dCCEHIMAIBHBIA KPUOTIOOYIMHEMHUYE-
CKHUU BACKYJIUT.

DTHOJIOTHS ACCEHITUATBHOTO KPUOTIOOYIMHEMHUYECKOTO BaCKYyJIUTa OKOHYA-
TEJIbHO HE ycTaHoBjieHa. HaubOomblliee BHUMaHUE KAaK 3THOJOTHUYECKOMY (pakTopy
ynensiercst upycy rematuta C. [lo manaeim Cacoub (1994), uadunupoBaHue BUPY-
com renarutra C yctaHoBieHO Y 41% MallMeHTOB C 3CCEHIMANIbHBIM KPUOTIO0YIH-
HEMUYECKHM BaCKYJIMTOM, a 10 JaHHbIM Ferri u coaBt. (1994), ucrosib30BaBIIuM
meton [P nns Beisinenust PHK Bupyca rematura C, -y 86% OOJIBHBIX CO CMEIIaH-
HOW KpuorioOynuHemuer. OnpencieHHYI0 pPOJib B AITHOJIOTHH 3CCEHIIMAIbHOTO
KpUOTJIOOyIMHEMUYECKOTO BaCKyJIMTa UTPAET BUPYC renarura B.
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[laTorenes 3a0oneBaHusl 3aKJIIOYAETCA B OTJIOKEHUHM KPUOTIOOYIMHCOAEpKaA-
IIUX UMMYHHBIX KOMILUIEKCOB B MEJKUX cOocyJax. B cocTaBe KpuonmpenunuTaToB He-
PEIKO MPUCYTCTBYIOT MOHOKJIOHAJIBHBIA PEBMATOUJIHBIA (PAKTOP U JUMOMPOTEHUHBI
OYEHb HU3KOM U HU3KOU IIJIOTHOCTH.

DcceHUUaIbHbIN KPUOTI00yIMHEMUYECKUI BaCKYJIUT Yalle BCEro pa3BUBAETCS
y JKEHIIMH B Bo3pacte 0koio 50 net. OCHOBHBIE MPOSIBICHUS HAOIIOAAIOTCS BIIEPBHIE
WM PeLUIMBUPYIOT Mocie oxnaxaeHus. Haubomnee yacTolii 1 XapakTepHbIA MPU3HAK
3aboneBaHus — remopparudeckas nyprnypa. Ona Habmonaetcs y 80-100% OOIbHBIX.
I'emopparuueckas nypnypa npeacTaBisieT co00H naabnupyemMyro (BO3BbIIIAIOUTYIOCS
HaJ[ KOXKEW) MEeTEeXHAIbHYIO0 WA MEJIKOMATHUCTYIO HE3YASIIYIO ChITlb, TOSIBISIONTY-
I0CSl CAMMETPUYHO, Yallle BCEro B 00JIacTH rojicHei (puc. 43, cM. IIBETHYIO BKIIAJIKY),
pexxe — B o0nacTH kuBoTa, Aroauil. Y 30% OOJbHBIX Pa3BUBAIOTCS HEKPO3bl KOXKH.
[To mepe yracaHusi ChbIM TOSBISIETCS MUTMEHTAIUS KOXKU, KOTOpask COXpaHseTCs
70Jroe BpeMsi. Y MHOTUX OOJIbHBIX OTMEYAETCsl CEeTYaTOe JTUBEI0. XapaKTepPHbI TaK-
K€ CUMMETPUYHBIC MUTPHUPYIONIUE MOJUAPTPAITHH, TIPU ITOM Hallle MOPaKaroTCs
IPOKCUMaJIbHBIC MeX(aJlaHTOBbIE, MSICTHO-()AIAHTOBbIE W KOJICHHBIE CYCTaBbI, 3Ha-
YUTEJIBHO peXe — TOJICHOCTOMHBIE M JOKTEBbIE CycTaBbl. YacTo HaOmromaeTcs: CUH-
npom Peiino. YV GonbiimHcTBa OOJBHBIX UMEETCS MOJWHEUPONATHs, KOTOpas MposiB-
JSI€TCSl BBIPAKEHHBIMU TAPECTE3UAMH, OUIYIIEHUEM OHEMEHHUS B 00JIACTH HIKHUX
KOHEYHOCTEH, TUIIeCTEe3HeH, MOXKET HAOII0AaThCsl CHIYKEHUE CYXOKMIIBHBIX pedIiek-
coB. [Tpubnusurensho y 14-40% GonbHbBIX pa3BuBaeTcs cyxoi cunapom lllerpena, a
Ha TO3JHUX CTAAUSAX MPUCOEIUHSIETCS MOPAKEHUE NEUYEHU (YBEIMYEHUE €€ pa3Me-
POB, TOBBIIIEHUE YpPOBHA aMHHOTpaHc(hepa3 B KPOBH), MOYEK (MHUKpOremMarypus,
IPOTEHHYPHS, TOBBIIICHHE apTepruaabHoro aasienus). B 1995 roxy Tarantino u co-
aBT. ONMYOJIMKOBAJIU JaHHBIE 00 OCOOCHHOCTSIX MOPAKECHUS TOYEK Y OOJIBHBIX KPHO-
rinooynuHemued. Y 50% OOJNBHBIX OTMEYAIUCh W30JUPOBAHHAS TMPOTCHHYPHUS U
MUKporemarypusi, B 25% ciy4aeB UMeNl MECTO BBIpAKEHHBIM HEHPOTUUECKUI CUH-
apoM. Y 25% OONBbHBIX MOpaKeHHE MOYEK HOCUIIO XapaKTep PEe3KO BBIPAKEHHOTO
OCTPOro TJIOMEpYJIOHEPPUTA, OCIONKHHUBILETOCS OCTPOM MOUYEYHON HEIOCTATOUHO-
cThi0. OCOOCHHOCTH TEYEHHs TIIOMepyToHedpUTa MPU KPUOTIOOYTUHEMUN aBTOPHI
oxapakTepHu30Balid ciaeayronmM oopazoM. B 30% ciaydaeB orMedasicsl IJIMTEIBHOE
BpEMsI MEPCUCTUPYIOMIUN TioMepyloHehpuT, B 20% ciiydyaeB — peluauBHPYIOIIEE
TedeHue rioMepyiaoHedpura, a y 10% O0JIBHBIX yKe 4epe3 HeCKOJIBKO JIET OT Havalia
3a00eBaHUsl pa3BUBANIACh XPOHWYECKAs IMOYEYHAsT HEJIOCTATOYHOCTH. [IpuumHamu
CMEPTH Y OOJTBHBIX KPUOTIOOYIMHEMUEH C TTOPAKEHUEM MTOYEK MOTYT OBITh TSAKEITbIC
UTEPKYypPEHTHBIC MHPEKINH, IepeOPOBACKYIISIPHBIE M CEPICUYHO-COCYAUCTHIE KPU3BI
Ha (OHE TSKEJION apTEePHATBHON TUIIEPTEH3UH. Y MHOTHX OOJBHBIX OBIBAIOT OO B
KUBOTE PaA3JIMYHOIO XapakTepa 0e3 CcTporoil jokanuzanuu. B penkux ciyuasax
Ha0JI0/1aeTCsl KPOBOXApKaHbe, OMUCAHbl OTACIbHBIC Cllydau UH(APKTa JETKUX.

Haubonee xapakTepHbIMU Ta0OPATOPHBIMU U3MEHEHUSIMU SBJISIFOTCSI YBEJIMY e-
Hue COD, moBbIIEHUE COAEpPKaHUS B KpoBH Y-rinoOynuHOB, IgM, oOHapyxkeHue
peBMaTOUIHOTO (pakTopa v KpHOriIo0yauHOB. OOHAPYKUTH KPUOTIOOYIUHBI MOKHO
npocTbiM criocobom. KpoBs 00JbHOT0 OEpyT B MOJIOTPETYIO MPOOUPKY U OCTABIISIIOT
ee B TepMoctate mpu 37°C 10 06pa3oBaHms CTYCTKa, 3aT€M LEHTPUPYTUPYIOT U MO-
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JYYEHHYIO CBIBOPOTKY MHKYOUPYIOT B XOJOAWIbHUKE B TeueHue 724. [lpu Hanmuuuu
B HEW KPUOTJIOOYJIMHOB MPOUCXOAUT MOMYTHEHUE CHIBOPOTKHU WM OOpa3OBaHHUE B
HEW ress, BblNaJeHue ocajka. [Ipu momemeHnu CbIBOPOTKH B TEPMOCTAT IPU 37°C
0CaIoOK PacTBOPSIETCS, CHIBOPOTKA BHOBb CTAHOBUTCS Mpo3pauHoi. Unentudukarus
MMMYHOTJIPOYJIMHOB, BXOJASIIUX B COCTAaB KPUOMPEIUIIUTATA, MPOU3BOIUTCS C TO-
MOIIBI0 UMMYHODJIEKTpodopesa. [Ipu mopakeHUu Mmoyexk B Moue OOHAPYKUBAIOTCS
O€JIOK, SPUTPOIUTHI, IUIUHIPHL, IPU PA3BUTHH TOYEUHON HETOCTATOYHOCTH B KPOBU
MOBBIIIAETCS YPOBEHb KpEaTUHUHA.

JlnarHocTHKa 3CCEHIUATBHOTO KPHUOTIOOYIMHEMHUUYECKOTO BacKyJIUTa OCHO-
BBIBACTCS Ha CICAYIOIINX MMOJOKCHUSX:

- HAJIMYMe KIMHUYECKONW CUMIITOMATUKH, OIMCAHHOU BBIIIIE;

- CBSI3b MOSIBJICHUS KJIWHUYECKUX MPU3HAKOB OOJIE3HU, B TOM YHUCJIE TeMoppa-
TUYECKON MypIyphl, C OXJIaXKJICHUEM, 03HOOJIECHUEM;

- CTIOJIb30BaHNE KPUTEPUEB JUATHOCTHKHU Kproriiooymuaemun Monti u coasT.
(1995);

- ICCJIeIOBaHKE KPOBU Ha Mapkephl Bupyca rematuta C u B

B 1995 r. Monti u coaBT. ony0IMKOBaIM KIMHUKO-I1a00paTOpHbIe U MOP(}OII0-
TUYECKUE KPUTEPUH JTUATHOCTUKH KPHOTI00YIMHEMHYECKOTO cuHapoma. OHU mpe -
CTaBJIeHbI B Tabmumie 15.

Baxxuelmum 3TarnomM IMarHOCTHUKU 3CCEHIIMAIBHOTO KPUOTIO0YIMHEMHYECKO-
IO BaCKyJIMTA SIBJISIETCS UCKIIFOUEHUE BTOPUYHBIX KPHOTIO0YIMHEMHMA.

JlnarnoctTuyeckue KpUTEepUu KpUOrio0yInHEMHUYECKOT0 CHHIPOMA.:

1. Hanmnuue He MeHee 2 mpU3HAKOB U3 TpUalbl MenbTiepa (reMopparnyeckas
nypIrypa, ci1abocTh, apTpairus).

2. IlopakeHne TOYeK, MEUYCHU M HaJIu4ue nepudepudeckoi HelponaTtuu (1mo3-
BOJISIET OLIEHUTH CTENIEHb IPOTPECCUPOBAHHUS BACKYJINTA).

3. YpoBeHb KpHOKpUTa (OTHOIICHHWE KPHUOIMPEIUNUTAaTa K 00bEeMYy IJIa3Mbl
KpoBH) Oosiee 1%, 4TO BHISBISIETCA B TEUECHUE HE MEHEe 6 MECSIIEB.

4. TTonoXuTenbHBIM PEBMATOUIHBIN (PAKTOP B CHIBOPOTKE KPOBH.

5. Huzkuit ypoBenb C4 KOMIIOHEHTA KOMILIEMEHTA B CHIBOPOTKE KPOBH.

Jleuenue
Hemeouxamenmosnoe neuenue

IInazmaghepes - HEOOXOAMMBINA DJIEMEHT MPH JICUCHUE KPUOTIOOYIHHEMUYE-
CKOI'0 BacKyJIUTa OYE€Hb BBICOKOW cTeneHu akTuBHOCTH. Hamnbonee pacmnpocTtpaHeH-
Has cxema IMpelyCMaTpUBaeT 3aMelleHre A0 3 J MIa3Mbl TPU paza B HEJEIIO B Teue-
Hue 2-3 Heaenab. B kauecTBe 3aMelaroliero pacTBopa ucroiab3yercsa 5% pacTBop Io-
norperoro anbOymMuHa. Jlo cux mop OTCYTCTBYET ONTHUMAJbHBIA METOM OLIEHKH 3 (-
dexTuBHOCTH TazMadepe3a. YMEHbIICHHEe KpHOKpuUTa Ha (GoHe Turazmadepesa He
BCErJla KOPPEIUPYET C BBIPAXKEHHOCTHbIO KIMHUYECKOW CHUMMOTOMATHUKHU, TMO3TOMY
HEO0O0XO0MMO YUYHUTHIBATh U3MEHEHHUE KIMHUYECKON KapTuHbl. bicTpee Bcero Ha one
ma3madepesa NpoxXoasiT KOXKHBIE MOPAXKEHHUs, MOJUHEHpOnaTUus 00bIYHO YCTONYMBA
K TaKOM Tepanuu. AJIbTEpHATUBON 1a3Modepe3y MOryT ObITh JBOMHAS (UIbTpaLIUS,
Kpuo(riibTparusi.
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Meouxamenmo3snoe neuenue
[Tonxom k Tepamuu KPHOTJIOOYIWHEMHUYECKOTO BACKYJIUTA 3aBUCHT OT aKTHB-
HOCTH 3a00JICBaHUS W HATWYHUSA y OOJBHOTO YIPOXKAIONIUX JKU3HU WM 3HAYUTEIBHO
YXYAIIAIMUX €€ KadyecTBO OcCioKHeHuU. K cokalleHnto, OOIEeNnpUHATON CHCTEMBI
OIICHKH TSKECTH 3a00JIeBaHUS Y OOJBHBIX KPHOTJIOOYJTHMHEMUYECKUM BACKYJIUTOM HE
pa3zpaboTaHo.

Tabauuya 15
Bmopuunsie kpuoznooyaunemuu (Forester, 1999)
Tun kpuo2nobyarunemuu 3aboneeanus, evizviearouue KpuoznoodynuHe-
MU0
|. TIpocToii MOHOKIOHABHBIN MHoxecTBeHHas MuesIoMa

Maxkpornobynuaemus Banpaenctpema
XpoHuueckuit TuM@oaenkos
Hexomxkuackas tumdoma

BoJie3Hb TSHKENBIX 1enei

Il. Cmemannublii MoHOKIOHANb- | MHGUIIMpOBaHue Bupycom renatuta C

HBII JlumdonponudepaTruBHbie 32007I€BaHUS
AyTOUMMYHHBIE 3200JI€BaHUS

Kosxnpie 605e3Hu (JISMKOIIIIACTUYECKUI HEKPO-
TU3UPYIOUIUI BaCKYJIHUT, KOKHAs OPHUPHS)
Y3€JIKOBBIN ITEpUAPTEPUUT

I1l. Cmemanublii monukiIOHaNb- | BupycHble nnBeknuu (Bupyc remaruta B,C,A;
HBIH UH(EKIIMOHHBIH MOHOHYKJIE03, IUTOMETaIOBU-
pycHas nHpekuus, 6one3ns Jlaiima)
bakrepuanbubie wuHpEKIMU (OaKTEpUATBLHBIN
OHIOKAPJUT, TMPOKa3a, OCTPbIA MOCTCTPENTO-
KOKKOBBI TJIOMEPYJIOHEPPUT, BEHEPUUECKAs
muMmdorpanyiema, cudrmimc, Q-muxopajka)
['prubKkoBbIe HHPEKINH (KOKITUIOMUKO3)
[lapazutapuble WHBa3uMKU (Kaja-a3ap, TOK-
COIUIa3MO3, TPONUYECKas CIJIEHOMEraius, dXu-
HOKOKKO3, MJISIpUs], IIIKCTO30MHUA3)
AyTouMMyHHBIE ~ 3a0ojieBaHUA  (CHUCTeMHas
KpacHasi BOJYaHKA, PEBMATOUIHBIA  apTPUT,
cungpom lllerpena, ckiepoaepmusi, ayTOUM-
MYHHBI THPEOUJUT, MOJIUMHO3UT, (PUOPO3U-
pYIOIIMA  QJIBBEOJIUT, SHIOMHUOKAPIAAIBHBIN
¢bubpo3, my3pIpyaTKa)

I'emopparnuecknit  Backynut  lllennelina-
I'enoxa

bunuapublii inppo3 neueHu (MepBUYHbBIN)
3aboneBanue noyek (mposaudepaTUBHBIA TIIO-

MepyJIOHEPPHUT)
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Yepoorcarowee srcuznu meuenue. B 3Ty rpyniy BXoasT O0JIbHBIE C OBICTPONIPO-
rpeccupyromumM riomepynonedputom; BackyiauroM [[HC, meszerepuanbHbIX coOCy-
JI0B; OOJIBIIMMHU SI3BaMU, PE3UCTEHTHBIMH K T€pANuu; HEKPO3aMH KOHYMKOB MaJlbLEB.
Pekomennyemslii pexxum tepanuu: 1. Huknodochamun BHyTps 2 Mr/krxcyr. 2. Me-
TUINpegHUu3010H BHyTpuBeHHO 500-1000 Mr/cyT B Teuenue 3 qHEH ¢ MepexooM Ha
npuém BHYTpb. 3. [Inazmadepes - 3 11 mna3msl TpU pa3a B HEJIEIIO HA MPOTSHKEHUE 2—
3 Henenb.

Taoicénoe meuenue. B 3Ty rpyniy BXOAST OOJbHBIE C HEPPOTUUECKUM CUHIPO-
MOM, TSDKEIION IOJUHENPONATUEN U INOPAKEHUSAMU KOXKM HESI3BEHHOI'O Xapakrepa.
Pexomennyemsiii pexxum tepanuu: 1. Huxnodochamun Buytpusenuno 0,5-1,0 r/m°
Kaxzpie 3 Henenu. 2. Metunnpenan3oiaon BHyTpuBeHHO 500—1000 mr/cyT B TeueHue
3 nHel ¢ mepexo/ioM Ha IPUEM BHYTPb.

Teuenue ymepennoti cmenenu masxcecmu. B 3Ty rpyrniy BXoaar OoibHbIE C MO-
YEeBBIM CHHJPOMOM, MAJILIIUPYEMON MypIypoid, CyOKIIMHUYECKasl UK cJ1aboil cTere-
HU BBIPOXEHHOCTU IMOJMHEHWPONIATUEH, apTpajruen, Muaiarusamu. PexoMeHayembli
pexum Tepanuu: 1. Uatepdepon anvda-2 nmo 3 maa ME 3 pasza B Hegemo. 2. Me-
TUINPETHU3OJIOH 110 5—7,5 Mr B IHH, KOrJja HeT npuémMa nurepdepona anba-2.

Iloooeporcusarowaa anmusupycraa mepanus. Tlocne TOCTHXKEHHS PEMUCCHU
BCEM OOJIBHBIM HEOOXOAMMO IMPOBOAUTH KOMOMHUPOBAHHYIO MPOTUBOBUPYCHYIO T€-
panuio uHTeppepoHOoM anbda-2 u pudaBupuHOM. IIpu OTCYTCTBUM MOYEUHON HENO-
CTaTOYHOCTH INPEANOYTEHNE OTAAETCS MAIruHTEphEepony anbda-2a Uiau mIruHTepde-
pony anbda-2b. Ilpu CK® menee 50 mi/MuH pubaBUpUH Ha3HAYaTh HE CIETYyeT.
IIpoa0IKATENBHOCTh TPOTUBOBUPYCHOM TEpaluu, KaKk MpaBUiIo, COCTABIIAET OT 2 10
4 mec. HeoO6xoauMo MOMHUTH O TOM, 4TO MHTep(epoH anbda-2 MOXKET BBI3BIBATH
000CTpeHHe KaK HEBPOIATUH, TaK U INIOMEPYJIOHEPPUTa, TOITOMY IIPH HAITUYUHU CO-
OTBETCTBYIOIINX CUMIITOMOB €T0 CleAyeT Ha3HauaTh C 0C000I OCTOPOIKHOCTBIO.

Pezucmenmnoe meuenue. B nocnegHee BpeMs B TEPANMKM yCTOWYUBBIX K CTaH-
APaTHOMY JICYEHUIO CIIy4aeB KPUOTIO0YIMHEMUYECKOIO BaCKyJINTAa HAYalIu UCIIOIb-
30BaThCsl MOHOKJIOHaNbHBIE aHTUTEeNa Kk CD20-penentopam — putykcumabd. Putyk-
cumal MpeCTaBiIsieT cOO0N XMMEpHbIE MOHOKJIOHAIbHBIE aHTUTENA, COCTOSIINE U3
BapualeIbHONH 00JaCTH MMMYHOTJIOOYJIMHA MBIIIN C AHTUTEHHON CHEelU(PUUHOCTHIO
k CD20-penentopy B-muMoIuToB 1 KOHCTAHTHOM 00JIACTH YEIIOBEUYECKOTO UMMY-
HOII00yIMHA. MeXaHu3M UMMYHOCYIIPECCUBHOIO JIEHCTBUS IpernapaTa CBA3aH C €ro
criocoOHOCTHIO CBA3bIBaTHCS ¢ CD20-anTurenom B-mumoruToB, 3xcrpeccupyeMbiM
MMH Ha pasHbIX cTagusax auddepeHunpoBku. B pesynbpTare mpoucxonuT paspyiie-
Hue B-KileToK, y4acTBYIOIKX B UHAYKIUN ayTOUMMYHHOT'O OTBETA.
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I'JTABA VIII. TEMOPPAT'HYECKAS JIUXOPAJIKA
C ITIOYEYHbBIM CUHAPOMOM

['emopparunyeckas 1MxopaakKa ¢ MOYEUYHBIM CUHIPOMOM, CHHOHUMBI. reMoppa-
rudeckuii Hegpozonedpur, 6o1e3up Yypuiona, snugeMuyeckuid Hedpo3zoHEDpHUT,
JaTbHEBOCTOYHASI TeMOpparnyeckas JIMxopajaka, Kopenckas remopparuiyeckasl JInxo-
pajka, MaHbWKYpCKas TeMopparuyeckas JUXOpajka, CKaHJAMHABCKas >MHUAeMUYe-
ckasi Hedponarusi, Tyibckas nuxopanaka; hemorrhagic fever with renal syndrome,
Korean hemorrhagic fever - anrin. Nephrosonephritis haemorragica - nart. 'emoppa-
rudeckas nuxopajaka ¢ noueynbiM cuuapomom (I'JITIC) - octpoe BupycHOE mpUpO/I-
HO-04aroBoe 3a00JieBaHME, XapaKTEPHU3YIOUIEECs CUCTEMHBIM MOPa’KEHUEM MEITKHX
COCYJIOB, T€éMOPParuuecKuM JUaTe30M, T'€MOJUHAMUYECKUMH pPacCTPOUCTBAMU H
CBOEOOPA3HBIM MOPAKEHUEM MTOYEK 10 TUITY OCTPOT0 MHTEPCTULIHAIBHOTO HedpuTa ¢
pa3BUTHEM OCTpoi nouyeunoi HepocratouHoctu (Cupotun b.3., 1994).

Omuonoeus. BupycHas mpupoga reMopparuueckor JUXOpajKkd ¢ MOYECYHBIM
cuHIpoMoM OblTa Joka3aHa eme B 1944 r. A. A. CMOpPOIUHIIEBBIM, OJTHAKO JIUIIb B
1976 r. voxxHo-KOpeiickomy yuenomy H. W. Lee (1976) ynanock BeIICTUTH U3 JIETKUX
rpeizyHa Apodemus agrarius coreae Bupyc Hantaan (mo Ha3zBaHUIO peku XaHTaaH,
npoTekaromieit mo 38-it nmapamienu Kopeiickoro nonyoctpoBa). B ganbHeiieM BUpy-
Chl HCMOJIb30BaHbl JI1 JUAarHOCTUKH reMopparudeckoil nuxopaaku. CXoaHble BUPY-
chl BeLACIsUIUCH B JanbHeimeM B @unnsuauu, CIIA, Poccun, KHP u npyrux ctpa-
Hax.

Bozoynurens I'JIIIC oTHOCHTCS K ceMeiicTBY OyHbs-BUpycoB (Bunyaviridae) u
NPUHAJICKUT K CaMOCTOsITeNIbHOMY poay - Hantavirus. OH umeer cdepuueckyro
dbopmy, pasmep ero B nuameTpe cocraBisgeT 85-120 am. ['eHom Bupyca cOCTOUT M3
Tpex cerMeHToB: L -, M -, S - ogHonenoueunoii (munyc-1iens) PHK. Ctpykrypa Bu-
pyca BkitovaeT 4 nonunentuaa: Hykineokamncus (N), rmukonporenasl Mmemopansl (G1
u G2), PHK-nonumepasza. PasmHoxeHHne ero oCymecTBIseTCs B IUTOIIIa3Me UHPU-
IIUPOBAHHBIX KJIETOK. XaHTaBUPYCHI CIIOCOOHBI MH(PUIIMPOBATH MOHOIMTHI, KIETKU
JIETKUX, MOYEK, MIEYEHH, CIIOHHBIX Kele3. VccienoBaHus MociaeaHuX JeT NoKa3biBa-
10T, UTO XaHTAaBUPYCHI HE BBI3BIBAIOT IIUTOJIN3A SHIOTEIUATIBHBIX KIETOK, IOPAXKEHUE
KOTOPBIX 00YCIIOBJICHO B MEPBYIO OYepe/lb UMMYHHBIMU MEXaHU3MaMHU. AHTUTCHHbBIC
CBOICTBa BHpyca 0OYCIOBIICHbI HAJUYHEM aHTUTEHOB HYKJICO-KAINCHUIHOTO Oelika U
AHTUTEHOB TMOBEPXHOCTHBIX TJMKOMPOTEMHOB, BBI3BIBAIOIINX OOpa3oBaHUE BUPYC-
HedTpanmmsyromux antuten (AnekceeB O.A., CysmansiieB A.A., Edparoa E.C.,
1998). I1pu uccienmoBaHUH Pa3TMIHBIX MOHOKJIOHAIBHBIX aHTHUTEN K BUpyCcy Puumala
OBLJIO BBISBICHO, YTO HYKJICOKATICUIHBINA OCIIOK BBI3BIBACT 00Opa30BAaHUE AHTHUTEI, HE
CIIOCOOHBIX HEHUTpaM30BaTh WH(MEKIIMOHHYIO aKTUBHOCTH, TOTJA KaK MOBEPXHOCT-
HbIE TJIMKOMPOTEUHBI CTUMYIHPYIOT OOpa3oBaHHE HEUTPAIM3YIOMIUX AHTHUTEN
(AnekceeB O.A., Cy3nansiieB A.A., EpparoBa E.C., 1998). K nacrosiiemy BpemeHuU
U3BECTHO YK€ Ooiiee 25 CepoJIOTUYECKH U TC€HETHYECKU OTIMYAIOIIMUXCS APYr OT
Ipyra xaHtaBupycoB. Ha cerogHsiiHuN JIeHb MU3BECTHBI JBE KIMHUYECKHE (POPMBI
XaHTAaBUPYCHOM HMHGEKIMU Yy JIOJEH: TeMoppardyeckasl JUXopajka € MOYEYHBIM

CUHJPOMOM, BO30yIHTeNIeM KOTOpoH siBiseTcsi BUpychl Hantaan, Seul, Puumala, u
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Dobrava/Belgrade u xaHTaBUpyCHBIN MyJIbMOHAJIBHBIN CUHIPOM, BbI3bIBAEMbIN XaH-
taupycamu Sin-Nombre, Black Creek, New York, Bayou, Andes, Laguna Negra. Ha
tepputopuu CHI" BeinenstoT 6onee 120 mrammoB Bupyca ['JITIC. B perunonax EBpo-
neiickoil yactu Poccum m 3aypanes npeoOnajgaromuM siBasieTcss cepotun Puumala.
[loxazana BO3MOXHOCTh HUpPKYyJsAuu Takxke Hantaan u Seul, T.e. Habmonaercs mo-
3aMYHOCTh PACIPOCTPAHEHHUsI XaHTaBUPYCOB B npupoaHsix oudarax ['JIIIC. Bupycel
Hantaan u Seoul mupkyaupyroT B mpupojnbix ouarax /lanmeHero Bocroka Poccun,
IOxnoit Kopeun, KH/IP, Kutas, SIlnonun. OCHOBHBIM HOCHUTEIIEM CIIYXKHUT MOJIEBas
Mblb. Bupyc Puumala o6napyxen B Poccuu, @unnsuauu, Bennu, Hopseruu,
UYexuu, ['epmanun, @panuuu, bensrun. PesepByapom ero sBisercs pbbkas MOJIEBKA.
Bupyc Belgrade pacnpoctpanen Ha bankanax. Bupyc I'JITIC otHOCHTENBHO yCTOM-
YUB BO BHEIIHEN cpene nmpu Temieparype ot 4° no 20°C. B cbIBOpOTKE KpOBH, B3s-
TOU y OOJIBHBIX JItO/IeH, coxpaHseTcs cBbilie 4 cyTok npu 4°C. HaktuBupyercs npu
temneparype 5S0°C B teuenue 30 mun, npu 0-4°C crabunen 12 yac. Xopoio coxpa-
HsieTcst ipu Temrnepatype Huke -20°C. Bupyc kuciaoronaOuieH - NOJTHOCThIO WHAK-
tuBupyercsa npu pH amxe 5,0. UyBcTBUTENCH K 3Qupy, Xiopodopmy, alleToHy, O¢H-
3011y, JE€30KCHUXOJIaTy HaTpud, yibTpaduoyieToBbIM Jydam. Bupyc crnocobeHn pas-
MHOKaThCsl B KYPUHBIX dMOpHUOHAX 6-7/-THEBHOTO BO3pacTa, MACCUPYETCs Ha IMoJjie-
BBIX MBIIIAX, CTEMHBIX NECTPYIIKAX, JHKYHTAPCKUX U 30J0TUCTBIX XOMSKaX, Kpblcax
Bucrap u @Oumep.

Inudemuonoeus. I'JITIC - crporuit mpupoIHOOUAroBeIi 300H03. PesepByapom
BO30yIUTENS CIY)KaT MBIIMIEBUAHBIE TPBI3yHBL. JlUTepaTypHble JaHHBIE CBHJIE-
TEIBCTBYIOT O TOM, YTO BUPYC K HACTOAIIEMY BpeMeHU OoOHapyskeH Oojee yem y 80
BUJIOB MJICKOIIMTAIOIIMX Ha 4-X KOHTUHEHTaX 3eMHOro mapa. B EBpomnelickoit yactu
Poccuu nctounnkoM UH(EKIUU ABISIETCS pbikas NoJieBKa (MHPUIIMPOBAHHOCTH ITHX
IPBI3YHOB B DHIEMHUUHBIX ouarax jgocturaet 40-57%) (Ouumienko I'.I'., TkaueHko
E.A., 2006; Cupotun b.3., 1994; ®azneieBa P.M., Xynadpuna J1.X., Kammios ®.X.,
1995). Ha JlanpaeM BocToke OCHOBHBIMH HCTOYHHKAMHU HHGEKIINN SIBISIOTCS: MOJIC-
Basi MbIIlIb, KpaCHO-cepas MojeBKa U azuarckas jgecHas Mbiib (b.3. Cuportun, FO.A.
Kneb6anos, 1987; b.3. Cupotun, 2005). B ropomax pezepByapoM HH(EKITUU, BEPOST-
HO, MOTYT OBITh JOMOBBIE KPBICHI U MBIIIU. ['PbI3yHBI MEPEHOCAT 3Ty UHPEKLIUIO B
BHJI€ JIJATEHTHOI'O BUPYCOHOCHUTEIBCTBA. Y IIOJIEBBIX MBILIEH, OTIOBJIEHHBIX B IPU-
POJHBIX OYarax, BUPYCHbI aHTUT€H OOHApYXEH B TKaHIX JIETKUX, TIOYEK, IEYCHH, B
TuM$aTHUECKUX y37aX, ceJe3eHKe, MpsAMoil kuiike. Bo3Oyaurtens BbAENsSETCS BO
BHEIIHIOK Cpely C KaJioM, Mo4oM, citoHoM. llepemadya mexay rpbl3yHamMu OCy-
LIECTBIISIETCS B OCHOBHOM 4Ye€pe3 JbIXaTelIbHblE MyTH. 3apaK€HHUE YeJIOBEKa IPOUC-
XOIUT MPEUMYIECTBEHHO BO31YLIHO-TIBUIEBBIM IyTeM (110 80%), MpU BJIBIXaHUH BBI-
COXIIMX HCIpPa)XHEHUI MH(QUIHMPOBAHHBIX I'pbI3yHOB. [lepenaua BHpyca BO3MOXHa
TaK)K€ KOHTAaKTHBIM ITYyTEM, Y€pe3 MOBPEXKACHHBIE KOXKHBIE U CIU3HUCTBIE ITOKPOBBI,
IIPU CONPUKOCHOBEHUU C I'PbI3yHaMH WM MH(ULIHUPOBAHHBIMU OOBEKTAMU BHELIHEN
cpenbl (XBOPOCT, COJIOMA, CEHO U T.I1.). JlomyckaeTcss BO3MOKHOCTh 3apa)KE€HHUs Yell0-
BEKa aJIMMEHTApHBIM IIyTEM, HallpUMeEp, IPU YHOTPEOJICHUH NPOAYKTOB, KOTOPHIE HE
MOABEPraJIiCh TEPMUUYECKON 00paboTke (KamycTta, MOPKOBb U Jp.), 3arpsi3HEHHBIX
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MHPUIIUPOBAaHHBIMU TphI3yHaMHu. [lepenaun MHQPEKIIMU OT YelOBEKa K YEJIOBEKY HE
MIPOUCXOAUT.

3abonearoT yanie Myx)4yuHbl (70-90% OonbHBIX) HauOoJiee aKTUBHOTO BO3-
pacta (ot 16 no 50 net), npeuMyiecTBEHHO paOOTHUKH CETLCKOTO X035UCTBa, BOAH-
TEJIU, TPAKTOPUCTHI, paboure MPOMBIIUICHHBIX NPeANpusITHil. 3a00J1€Ba€MOCTh PEru-
cTpupyercs pexe y nereit (3-5%), )KeHIUH U JIMI] TTOKUJIOT0 BO3pacTa BCIIECICTBUE
MEHBIIEr0 KOHTAKTA C MPUPOAHON CpPeNod U, BEPOSITHO, UMMYHHO-TEHETUUECKUMU
0COOEHHOCTAMHU

3a6oneBaemocth ['JIIIC xapakTepusyercs BBIPAXKEHHOW CE30HHOCTBIO: C Mas
no aexadpes. C sHBaps Mo Mail 3a00J€BaHUI MOYTH HE BCTPEUAETCS, YTO CBS3AHO C
PE3KUM COKPAIIEHUEM YUCIEHHOCTH MBIIIEBUAHBIX I'PHI3YHOB B 3UMHEE BPEMS.

['JITIC pacnpoctpanena o Bcemy mupy. OHa HaO01a1ach B CKAaHAMHABCKUX
ctpanax (IlIserusi, HopBerusi, ®unnsiuaus), bonrapun, FOrocnasuu, YexociaoBakuu,
B benbruu, ®pannuu, va ansnem Bocroke (KHP, KHP, FOxnas Kopest) (Mupca-
esa ['.X., u coart. 2000; Pomynkun B.W., CyznaneiieB A.A., 1995). Cepoio-
rudyeckoe 00cie0BaHue MOKa3aa0 HaTu4due CrenuduuecKux aHTUTE IPOTHB BO30Y-
mutenss TJIIIC y xurenert Aprentunsl, bpasunuu, KomymOuu, Kananpei, CIIA,
BKJItouUas [aBaiickue octpoBa u Assicky, B Erunrte B ctpanax LlentpanbHoit Appuku,
a taxxke KOro-Bocrounoit Asum (Mupcaesa I'.X., u coaBr. 2000; Pomynkun B.I.,
Cysnanbies A.A., 1995).

[lepenecenHast MHGEKIUS OCTABISIET CTOMKHUI MOXKW3HEHHBIA TUNOCTIEUDU-
YeCKU UMMYHUTET. MI3BECTHBI €IMHUYHBIE CITy4au MOBTOPHOTO 3a00JIE€BAHMS.

Ilamocenes. Mexanuszmsbl pazButusi ['JIIIC ocTaroTcss HEJOCTATOYHO HU3YYEH-
HbIMU. PackpeiTHE NMpUpOABI TATOJIOTUYECKOTO MPOIECCA TAKKE OTPAHUYUBAETCS OT-
CYTCTBHEM aJICKBAaTHOW JKCIIEPUMEHTAIBLHON Mojenu 3aboseBanus. ComocTaBieHue
KIMHUYECKUuX B Mopdonorudeckux maHHbIX ['JITIC MHOTHX HccienoBaTenei npuse-
JI0 K BBIBOJLY, YTO OCHOBHOM MAaTOT€HETHUECKON CYITHOCTHIO 3a00JI€BaHUS SBIISETCS -
YHUBEPCAIBHBIN aJIbTEPATUBHO-ACCTPYKTUBHBIN MAHBACKYJIUT, MPUBOISIIAN K pa3-
Butnio JIBC-cunapoma, remoguHamudeckux pacctpoiictB u OITH. ITpu atom npeo0-
JAaJaroIMAd MEXaHU3M Pa3BUTHS BACKYJIUTA PACCMATPUBAECTCSA KaK MMMYHOIIATOJIOT U-
yeckuid. Ha ocHoBaHuM nMeromuxcsi (HakToB MOKHO MPEACTABUTH JIUIIb OOIIYIO CXe-
My TaTOT€HE3a U €r0 OTHeIbHBIC (PparMeHThI, KOTOpas B HACTOSIIEE BpPEeMs Tpe-
CTaBJISIETCS CIECIYIONTUM 00pa3oM.

[Tatonornueckuit mpouecc npu ['JITIC pazBuBaeTcs cTaauiiHO; B €ro TEUEHUHU
paznuyaroT 5 das:

[. 3apaxxenue. BHenpeHnne Bupyca yepe3 CIM3UCTbIE OO0JIOYKH JbIXaTeIbHBIX
MyTEW, MUIIEBAPUTEIBHOTO TPAKTa, MOBPEKIAECHHBIC KOXKHBIE MOKPOBBI. PazmHOXke-
Hue Bupyca B nuMparnueckux y3nax u CMO®. [lepectpoiika peakTUBHOCTH OpTaHU3-
Ma, BO3MOHA CEHCUOUTU3aIusI.

II. Bupycemus u renepanu3zanus nuHpexunu. Bupyc okaspiBaeT MH(EKIIMOHHO-
TOKCHUYECKOE JIEVCTBUE HA PELENTOPHI COCYJIOB U HEPBHYIO CHUCTEMY. /lncceMuHanms
BHUpYCa C BO3MOXKHBIM y4acTHEM KJIETOK KPOBU U KpoBeTBOpHOU cucteMsl. | u Il ¢a-
3bl COOTBETCTBYIOT HHKYOAIIMOHHOMY MEPUOTY 3a00JI€BaHUS.
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III. Toxcuko-amiepruyeckue U UMMYHOJIOTMYECKUE peakuuu. Bupyc nupky-
JUpYeT B KPOBH, OOJIbIIAs YACTh €ro 3axBaThiBaeTcs kieTkamu CM® u ynansercs u3
opranuzma. OOpazoBanue uMMyHHBIX KomIUiekcoB (MK) siBnsercss HopmanbHOU pe-
aKLMeW, yKa3bIBaollleld Ha MMMYHOPEAKTUBHOCTh opranu3Ma. OaHako mpu Hebnaro-
MPUSATHBIX YCIIOBHUSAX HAPYIIAIOTCS PETYIATOPHBIE MEXaHU3Mbl OOpa30BaHUS KOM-
IJIEKCOB aHTUT€H-aHTUTENIO, B YaCTHOCTH, MIPU HApyIIeHUU (HaroruTapHOil aKTUBHO-
CTH Makpo¢aroB Wi Ipu HU3KOM ypOBHE aHTUTEN000pa3oBanus, u UK nonagaror B
OpraHbl M TKAaHU, MOBPEXKJAasi CTCHKA apTEPUOJ U BBICIINE BErE€TATHUBHBIC LICHTPHI.
[Ipu 3TOM MOBBINIAETCS AKTUBHOCTh THATYPOHHUAA3bl, BEICBOOOXKICHHE THCTAMUHA U
TUCTAMUHOIIOO00OHBIX BEIIECTB, MPOMCXOJUT AKTHBALMS KaJUIMKPEHUH-KUHUHOBOU
cuctembl. Pa3BUBaeTcsi J€CTPYKTUBHBIN MPOILIECC B PHIXJIOW COCTMHUTEIBHON TKaHH,
HapylIEHHE TPOHUIIAEMOCTH U TOHYCA COCYJI0B, FEMOPParuuecKuil 11aTe3 ¢ mia3Mo-
peeii B Tkanu, [IBC, MUKpoTpoMOO3bl U APYrue pacCTPONCTBA IUPKYISAIUU KPOBHU.
da3a cOOTBETCTBYET JUXOPAJAOYHOMY NEPHOY OOJIE3HHU.

IV. Bucuepanbhbie mnopaxkeHuss U oOMeHHble HapylieHus. COOTBETCTBYIOT
KOHIY JINXOPaJO4YHOI0 MEpUoJa U Havyally OJINTOypuyYecKkoro. B pe3ynbpraTe pa3BuB-
IIMXCSI HAPYIICHUM T0J] BO3JICUCTBUEM BUpYyca B rumnoduse, HaAMoYedYHUKax, Mod-
KaxX, MHOKapJie¢ U APYruxX MapeHXMMATO3HBIX OpraHax BO3HUKAIOT OTEKH, remMoppa-
UM, quctpoduueckrue U HeKpobnoTtuueckue usmeHeHus. [Ipoucxomut manudecra-
uus [IBC-cunnpoma. Bee 3TH mporecchl B UTOTE BBI3BIBAIOT PACCTPOMCTBO CUCTEM-
HOT'O KpOBOOOpAIIEHHs], TUTIOBOJIEMUIO U T€MOKOHIIEHTPAIMIO, TUONEepdy3UIo U Tu-
MOKCHUIO OpraHOB, TKAHEBOHM alni03 U TIyOOKOe MOBPEXKIECHUE KU3HEHHO BaXKHBIX
cucteM opranuzma. HauGosnbiime m3mMeHeHus: HaOMIOJal0TCA B TOYKaX, YTO COMpPO-
BOXKJIA€TCS CHM)KCHUEM KIIYOOUKOBOW (UIBTpAlMK, HAPYUICHUEM KaHAIBIIEBOU pe-
abcopOIIMK, MPUBOASIINX K OJUTOAHYPUHU, MACCUBHOMN MPOTEUHYPUH, a30TEMUH, Ha-
PYUIEHUSAM BOJIHO-DJIEKTPOJIMTHOIO OallaHca U KHUCIOTHO-OCHOBHOTO COCTOSTHUSA
(KOC), t1.e. pasButem octpoii modeuHoir HemoctatouHocTH (OITH). Bosuuk-
HOBEHHIO TOYEYHBIX MOBPEXKACHUI CIOCOOCTBYET M BBHIPAOOTKA MPOTUBOIOYEHHBIX
aytoaHTuTel. B 3Ty (ha3zy BO3MOXKHBI yrpoKaIOIINE )KU3HU OCIOKHEHUS: OCTpast cep-
JN€YHO-COCYAUCTAsi HENOCTATOYHOCTh, KOJUIAIC, IIOK, MACCHUBHBIE KPOBOTCUCHHS,
CIIOHTaHHBIM pa3pbIB MOYEK, OTEK JIETKUX, OTEK FOJOBHOIO MO3rd, a30TE€MUYECKas
ypemusi, apajny BEreTaTUBHBIX LIEHTPOB.

V. Amnatomuueckasi pemapaius, BOCCTAHOBJICHHE HapYIIEHHBIX (YHKIUH,
dbopMHupOBaHUE CTOMKOTO MMMYHHUTETA. B pe3ynbTaTe MMMYHHBIX pEaKIMil U CaHO-
TEHHBIX ITPOLECCOB NATOJOTMYECKUE M3MEHEHMS B MOYKAX PErpPECCUPYIOT, UTO CO-
MIPOBOKJIAETCS TONUYPHUEH BCJIEICTBUE CHIDKEHUSI peadCOpOIMOHHON CIOCOOHOCTH
KaHaJbLIEB U YMEHBIICHUEM a30T€MHUU C MOCTENEHHBIM BOCCTAHOBICHUEM NOYEYHOU
bynkiuu B TeueHue 1 - 4 net. BeiaensroT HeCKOIbKO (a3 MmaToIorndecKux u3MeHe-
HUU B OYKax: 1) HUPKYJISITOPHBIE HAPYIIEHUS, BEHO3HBIN 3aCTOM B KOPKOBOM U MO3-
TOBOM CJIOSIX; 2) UIIIEMUSI KOPbI, IOJHOKPOBHUE MUPaMU; 3) OTEK CTPOMBI TUPaMUJ] B
pe3yibTaTe HaApyUIEHUs COCYUCTON MPOHUIIAEMOCTH; 4) TeMopparndeckast anoriek-
CUsl MO3TOBOTO CJIOS; 5) HEKpO3 MupaMu]l nouek; 6) peHOMEeH aesnuTanu3anuu; 7)
(aza perenepaiuu.
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Knunuueckasn kapmuna. K HacTosnmieMy BpEeMEHM OTCYTCTBYET €IHMHAs Kilac-
cudpukarus ['JITIC. Bone3nps xapakTepuszyercs HUKIMYECKUM TEYEHHEM U MHOT000-
pa3ueM KJIMHUYECKUX BAPUAHTOB OT a0OPTHUBHBIX JTUXOPAJAOYHBIX POPM 10 TAIKEIBIX
dbopM ¢ MacCHUBHBIM T'€MOpPpPAruYeCKUM CHHAPOMOM M CTOMKOW MOYE€YHOW HemocTa-
TOYHOCTHI0. OCHOBHBIMU KiIMHMYecKUMU cuHjapomamu [JIIIC sBastoTcs: oOmeTok-
CUYECKUH, TeMOJAMHAMUYECKUH, MOYEUHbIH, TeMOpparndeckuid, ablOMUHAIBHBIA U
HEUPOIHAOKPUHHBIN. BOJNBIIMHCTBOM aBTOPOB Ha OCHOBE BEAYIIETO CHHApoMa 00-
ne3nu - OIIH npennoxeHo BbLACIATH CIEAYIOUIME NMEePUOIbl 3a00J€BaHus: HAYallb-
HBIM (JIMXOPATOYHbIN), OJUTOYPUUECKUH (MIOYEUHBIX U TeMOpParuyecKux MposBiie-
HUI), TOJUYPUUECKUH, pEeKOHBAJIECIEHIMU (paHHUM - 10 2 MeC. U MO3IHUM - 10 2-3
JIeT).

NukybGarmonHslil nepuo nmpoaoxkaercs oT 4 1o 49 auewt (vame Bcero ot 14
1o 21 nus). Unorna vabmogaroTcs IpoapoOMalibHbIe SIBIEHUS MPOAOIKUTET bHOCTHIO
2-3 NHs, KOTOpBIE XapaKTEepU3YIOTCS HEJOMOTaHUEM, YTOMISIEMOCTBIO, TOJIOBHOM
0071610, MUANITUSIMU U CYO(heOpHIIUTETOM.

Hauaneubiii nepuon nponomkaercs g0 3-10 gaeit (B cpenneM 4-6) u xapak-
TEPU3YyETCA OCTPHIM HAdyaJOM, MOBBILIEHUEM TemnepaTypbl Tena 1o 38-40°C, koro-
pasi ©HOTAa CcomnpoBoOXKaaeTcsi o3HoOOM. [losiBnsieTcs cuibHas royoBHast 0o0Jib, cia-
00CTh, CYXOCTh BO PTY, CHIDKEHHUE allleTUTa, TOIIHOTA, JIOMOTa B Tene. [Ipu3Hakos
BOCIIAJIEHUS BEPXHUX JBIXaTEIbHBIX MMyTE HE OTMEYAETCS. XapaKTEPHBIMU SIBISIOT-
cs1 ’Kajo0bl Ha OOJIM B IJ1a3HBIX S0JIOKAX U CHUYKEHUE OCTPOTHI 3peHHUs («TyMaH» Iie-
pen riazaMu, «MYIIKW»), KOTOpbIEe OBIBAIOT KPATKOBPEMEHHBIMU U OECCIIEIHO HCUe-
3at0T 4epe3 1-5 nHeil. Bo3MOXHBI KPOBSHUCTBHIE BBIJIEICHHS U3 HOCA, 00Opa3oBaHUE
reMOpParuyecKuX «KOPOYEeK» B HOCOBBIX X0/AaX. Y TSDKENbIX OOJIbHBIX B 3TOT MEPUO]T
PUCOSTUHSIOTCS 00IH B MOSCHUIIE U )KUBOTE, PBOTA, MAKPOTEMATYPHSI, OJIUTYPHSL.

[Ipu ocMoTpe GONBHBIX OTMEYAETCS TUIIEPEMUS KOXKH JIUIA, IIIEH, BEPXHUX OT-
nenoB rpynu. Ciausucras o00JI0YKa 3€Ba TUIEPEMHPOBAHA, COCYAbl CKIEp HMHBEIH-
poBaHbl, Ha (POHE THINEPEMHPOBAHHBIX KOHBIOHKTHUB HMHOT/IAa MOXKHO 3aMETHUTh Te-
MOpparudeckyo coib. Co 2-3-To gHsA 00JIe3HN y OOJIBITMHCTBA OOJIBHBIX HA CIIU3H-
CTOM 000JI0UKEe MATKOro Heba MOSBISETCS reMopparuueckas SHaHTeMa, a ¢ 3-5-To
nust (y 10-25% OonbHBIX) - MeTeXuaabHas ChIb B TIOJIMBIIIICUYHBIX BIAAUHAX, HA TPY-
1M, B 00JIaCTH KJIIOYMII, HHOTAA Ha 1iee, auie. Cpilb HeoOuIbHas1, HOCUT CTPYIIUPO-
BAHHBIA XapaKTEp U COXPAHAETCS OT HECKOJbKUX 4acoB 110 3-5 nHell. Co CTOPOHBI
BHYTPEHHUX OPraHOB B HAYAJIbHOM MEPUOJE 0COOBIX N3MEHEHUH BBISIBUTH HE yJla€T-
csi. Bo3moxHa ymepeHHast Opanukapausi, y HEKOTOPBIX OONBbHBIX TyMble OOIH B MO-
SCHHMIIE, TIOJIO)KUTENbHBIN cuMnToM [lactepHankoro. OTHOCUTENBHO PEAKO MPH TH-
XKenbix opMax 3a00eBaHUsI MOTYT OBITH SIBIICHUSI MeHUHTH3MA. Ha 4-6 nens 6ornes-
HU, OCOOCHHO TPH HAPYIICHUU JEUYeOHO-OXPAHUTEIBHOTO pexuma (hU3ndecKuin
TpYJ, noceuieHue 0aHu, 310yNnoTpeOIeHUE AKOr0JEeM U T.I1.), BO3pACTaeT PUCK pas-
BUTHS MHPEKIIMOHHO-TOKCcHUYecKoro 1roka (MTII).

B remorpamme B 3TOM nepuoje 00JIe3HU BBISBISAETCS HOPMOLIMTO3 WIIH JIEHKO-
MEHUsI C HEUTPO(DUIBbHBIM CIBUTOM BJI€BO, TPOMOOILUTONEHUS, MOSBJICHUE TIa3Ma-
TUYECKUX KJIeTOK. B 00111eM aHanm3e MOYM MOXKHO OOHAPYKUTh HEOOJIBIIIOE KOJINYE-

210



CTBO CBEKHMX IPUTPOILMTOB, KJIETKH MOUYECUHOI0O dnutenus. beaok B Moue B 3TOT Te-
PUOJ OTCYTCTBYET WJIU OMPEACISIETCSI B HEOOJIBIIOM KOJTUYECTBE.

Omnuroypuueckuii nepuoj (¢ 3-6-ro mo 8-14-it neup Gone3nu). Temmneparypa
TeJda CHUKAETCS O HOPMBI B BHJI€ KOPOTKOIO JIM3MCA WM 3aMEJICHHOTO KpU3HCa,
MHOT/Ia TTOBBIIIASCH BHOBB 10 CyO(eOpuiabHbIX Ludp - «1Byropbas» kpusas. OHaKo
CHIDKEHHUE TeMIIepaTyphl Tella HE COMPOBOKIAACTCS YIYUIIEHUEM COCTOSHUS OOJIbHO-
ro, yaiie OHO Jaxe yxyamaercs. JlocTuraror MakcuMmyMa oOIIEeTOKCUYECKUE MPOsi B-
JICHUS: YCUJIUBAETCS TOJIOBHAsI 00JIb, CYyXOCTh BO PTY, TOIIHOTA, BO3HUKAIOT HEYKPO-
TUMasi pBOTa, UKOTa, AaHOPEKCHsI, OTMEYAETCs BhIpakeHHasi aquHamusi. Haunboiee Tu-
MUYHBIM MPOSIBICHUEM ATOTO MEPUOJa CIyX,aT OO B MOSICHUIIE Pa3JIMYHON BhIpa-
KEHHOCTHU. B 3TH e CpOoKH MOSBIAIOTCS 0OOJIM B )KHBOTE, YaCTO OTMEYAETCS METEO-
pusM. Y GosbiminHCTBA 00NbHBIX (50-65%) Habmrogaercs nuapest a0 2-10 pa3. Cre-
NIeHb BBIPAXXEHHOCTU OuTypun (Menee 500 M1 Moud B CYT.) B OOJIBIIMHCTBE CITy4YaeB
KOPPEJIUPYET € TIKECThIO 3a00JieBaHus. [ 'eMopparnieckue nposiBICHUS TaAKKE 3aBU-
CAT OT TSDKECTU OOJIE3HH M MOTYT BBIPAXKATHCSI B HOCOBBIX, KEITYJOYHO-KUIIICUHBIX,
MAaTOYHBIX KPOBOTEUEHUAX, MaKporemMaTypuu. KpoBou3musiHus B )KU3HEHHO Ba)KHBIC
opransl - [IHC, runodus, HaAMOYEYHUKH - B 3TOT NEPUOT MOTYT OBITH TPUIMHOM Jie-
TadbHOTO Hcxoaa. [Ipum ocMoOTpe OTMEuUaroTCs OJyTJIOBATOCTh JIMIIA, MACTO3HOCTH
BEK, CyXOCTh KOXHU. COXpaHseTCsl TUTIepeMUs JIMIA U IeH, CIM3UCTHIX 000JI0UEK 3e-
Ba U KOHBIOHKTUB, UHBEIUPOBAHHOCTH CKJIEP, SK3aHTEMa, CHUKEHUE OCTPOTHI 3pe-
Husl. J[ns Tsoxensix OOJIBHBIX XapaKTEpHO MOSIBICHHE TeMOpparud Ha CIU3UCTHIX U
KO’KHOM MOKpOBe (B MecTax UHBEKIHI). Hepenko nposBisitoTcs npu3Haku OpOHXUTA
(y xypunbiukoB). OTMeuaroTcs Opaaukapaus, TUIIOTEH3Us, CMEHsIeMas K KOHILYy Te-
puoja runepreH3ueii. [lpu manpnanuu ;KUBOTa ONPENETAIOT O0JIE3HEHHOCTD, Yallle B
00J1acTH MPOEKIIUU TTOYCK, a Y THKEIbIX OOJBHBIX - HANPSKEHUE OPIOIIHOW CTCHKH
(ssBneHust meputoHnsma). Iledenb 0ObIUHO yBeIMUYEHA, celie3eHKa - pexe. CuMmnrTom
[TacTepHAaIIKOTO MOJOKUTENIEH, MHOTIa Ja)Ke MalbIalus MPOSKIIUUA TTOYEK CO CTOPO-
HBI MTOSICHUIIBI BBI3BIBACT PE3KYI0 00JIE3HEHHOCTh. B CBSI3M ¢ BO3MOKHOCTBIO pa3phiBa
KarcCyJibl MOYEK 3T CUMITOMBI HEOOXOAMMO MPOBEPSATH OYEHb OCTOPOXHO. B enu-
HUYHBIX CIydYasx MOTYT MOSIBUTHCS MPU3HAKH MEHUHTHU3MA. boabmmHCTBO crierud u-
yeckux ocioxxkaneHnuit ['JITIC pa3BuBaeTcss UIMEHHO B 3TOT MEPUO.

B remorpamme 3aKOHOMEPHO BBISIBIISIIOTCS TPOMOOIIMTOIEHUS, HEUTPODUIH-
HBbIN JerikoruTo3 (1o 15-30 /1 KpoBM), B psAlie CIydyaeB IJIA3MOIMTO3 M JaXe €IH-
HuuHbIe OmacThl (BoinexoBckuit B.B., u coat., 2013). 13-3a crymieHnus KpoBu ypo-
BEHb T'€MOTJI00MHA U 3PUTPOLMTOB MOKET BO3PACTH, HO IIPU KPOBOTEUEHHUSIX 3TH T10-
Kazatenu cHuxkaroTca. COD, kKak mpaBWIO, HE M3MEHEHA. XapaKTEPHO IOBBIIICHUE
YPOBHSI OCTATOYHOI'O a30Ta, MOYEBHHBI, KpEaTUHUHA, TUNIEPKATUEMUH, TUIIEpMATHU-
€MUH, TUTIOHATPUEMHH U TPU3HAKKA METAa0OIUYECKOro ammao3a. B obmem anammse
MOYM OTMEUaeTcsl MaccuBHas poTeuHypus (10 33-66 r/1), IHTEeHCUBHOCTh KOTOPOM
U3MEHAETCSI B TEUEHHE CYTOK («OENKOBBII BBICTpEN»), FeMarypusi, HWIMHAPYPUS,
MOSIBJICHUE KJIETOK MOYEUHOI0 AMUTENUs U T.H. KieTok JlynaeBckoro. CyIiecTBeH-
HbIE U3MEHEHUSI IPOUCXOASAT B CBEPTHIBAIOIEH CHCTEME KPOBH, Yallle BCEro BhIpa-
MKAIOIIHUECS] B TUIIOKOATYJISII[UU.
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[Honmuypuueckuii nepuoa Hactynaer ¢ 9-13-ro nus Oonesnu. Ilpekparmiaercs
pBOTa, MOCTENEHHO HCYE3al0T OOJIM B MOSICHUIIE U KMBOTE, HOPMAJU3YIOTCS COH U
amnmeTuT, YBEIMYMBACTCS CYTOYHOE KOJIMuecTBO MouH (110 3-10 1), XapakTepHa HUK-
Typusi. CoxpansieTcsi caboCcTh, CyXOCTb BO PTY, MOSIBISETCS Kaxaa. J[muTeabHOCTh
MOJINYPUU M U30TUIIOCTEHYPUHU B 3aBUCUMOCTU OT TSXKECTH KIMHUYECKOTO TEUEHUS
00JIE3HH MOKET KOJIeOaThCsl OT HECKOJbKUX JHEW JI0 HECKOJbKHX Hepaenb. CocTos-
HUE OOJIBHOTO MPOrPECCUBHO yiyuiiaercs. OHAKO TeMN YJIYYIICHUS COCTOSIHUS HE
BCErJa WAET NapaliesIbHO HapacTaHuio auypes3a. MHoraa B mepBble THU TOJIUYPUU
elie HapacTaeT a30TEeMHUs, MOTYT pa3BUBATLCA JETUpaTalusi, TUIIOHATPUEMHUS, TH-
MOKaJTUEeMHUSI.

[lepuosa pekoHBaNECIIEHIIMM HAYMHAETCS C 3aMETHOTO YJYUIIEeHUsI O0IIEro co-
CTOSIHUSI, BOCCTAHOBJICHHSI CYTOYHOTO JAWype3a, HOpMaju3alluu TMoKaszaTeiel Mo-
YEBUHBI U KpeaTuHHHA. Ero NIuMTEeNbHOCTh ONMpEeNesnseTcs CKOPOCTHIO BOCCTAHOBIIE-
HUSl TOYEUYHBIX QYHKLIMNA U Kojebsercs oT 3 Heaenb 10 2-3 eT. Y peKoHBaleCleH-
TOB BBISBIISICTCS aCTCHUYECKUM CUHJIPOM: 0011asi ¢1aboCTh, ObICTpasi YTOMIISIEMOCTb,
CHI)KEeHHE paboTOCIOCOOHOCTH, SMOLMOHANBHAS Ta0miIbHOCTh. Hapsany ¢ 3TuMm Ha-
OJIFOAETCS U BETETOCOCYAMCTHIM CHUHAPOM B BHUJE THUIOTOHHH, MPUTITYIICHHOCTH
CEpJICUYHBIX TOHOB, OJBIIIKK TMPHU HE3HAYUTEIbHOW (DU3WYECKOM Harpyske, Tpemopa
NanblieB PYK, MOBBIIIEHHON MOTIUBOCTH, OECCOHHUIIBL. B 3TOT mepro MOXKeT oTMe-
YaThCs TSAKECTh B MOSICHULIE, MTOJIOKUTENbHBIM cuMnToM [lacTepHankoro, HUKTypus,
mutensHo (10 I roga u 6onee) coXpaHAThCS U30TUTIOCTEHYpUs. Bo3mokHO mpucoe-
JTUHEHUE BTOPUYHOU OaKTEepHaIbHOW MH(EKIMH C pa3BUTHEM MHeloHedpuTa, Hau-
6onee yacto HabmonaeMbIM y iepeneciux OITH.

Pasnenenune I'JIIIC mo cremeHu TsHKECTH 3a00JIEBAaHUS HE MMEET €QUHBIX 00-
HIeTpU3HAHHBIX KpuTepueB. OlieHKa TSHKECTH 0O0JIE3HH COOTBETCTBYET CTEINEHU BbI-
PaXXEHHOCTU OCHOBHBIX KIIMHMYECKUX CUHJIPOMOB (B nepByto ouepens - OITH) u pas-
BuBIuxcs ocnoxxkuenuit (MUTUI, JIBC u ap.). Ocnoxuaenus npu ['JITIC penarcs Ha 2
rpynmsl: a) crienuduueckue - UTI, JIBC-cunapom, azotemuyeckas ypeMus, OTEK
JIETKUX, OTEK TOJIOBHOT'O MO3Tra, KPOBOMBIUSHHS B MO3T, TUNO(MU3, HAIMOYCHHHUKH,
MUOKap, Mpody3HbIe KPOBOTEUEHUS, IKIAMIICHUS, OCTPasi CEPACUHO-COCYANCTAs HE-
J0CTaTOYHOCTh, MHPEKIIMOHHBII MHUOKAPIUT, HAJPHIB WA Pa3pbIB KaICYJbl MOYCK,
CEPO3HBI MEHUHTO2HIICPATHUT | JAp.; 0) Hecnenupuieckue - mueIoHedPUT, THEBMO-
HUU, THOWHBIE OTUTHI, a0CIIeCChl, (PJIETMOHBI, TAPOTUT, CETICUC U JP.

Jluaenocmuka. OCHOBaHHMEM [ MOCTAHOBKM KJIMHUYECKOTO JIMAarHO3a SIB-
JSI€TCSI XapaKTEPHOE COYETAHWE KAapTHUHBI OCTPOrO JIMXOPAJOYHOTO 3a00JIeBaHUS,
MpOTEKaINIIero ¢ nopaxxkenueM nouek (pazsutueM OIIH) u remopparnyeckum CUH-
apomoMm. [Ipu 3TOM HEOOXOAUMO YUUTHIBATH AMUAECMHUOIIOTHUECKUE JaHHBIC, CE30H-
HOCTh W TUKIWYHOCTh TEYEHUS OOJEe3HU: 3aKOHOMEPHYI0 CMEHY WH(EKIIMOHHO-
TOKCHYECKUX MPOSIBICHUN HAYaJIbHOTO MEpUOja MPU3HAKAaMKM HapacTarollel moded-
HOM HEJOCTATOYHOCTU OJIMTOYPHUYECKOro nepuoia. BeposiTHOCTh MpaBUIIBHOTO AU-
artHosa eiie 0OoJsiee BO3pacTaeT MPU MOSBICHUM TaKUX MOYTU CHEUUPUUECKUX CUM-
nroMoB ['JITIC, kak: KpaTKOBPEMEHHOE CHUKEHUE OCTPOTHI 3PEHHUSI, BBIPAKECHHBIC
nposisinenus OIIH 0Oe3 npu3HAaKOB MEYEHOUYHOW HEAOCTATOUYHOCTH, MACCHUBHAsi Mpo-
TEUHYpUSL C OBICTPOM MOJOXKUTEIbHON NuHAMUKOWU. [[eHHOCTh aOCONIOTHBIX 3HaAYe-
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HUN J1Ta0OpaTOPHBIX OOLIEKIMHUYECKHX, OMOXMMHMUYECKHX, 3JeKTpoiauTHbiXx, KOC,
KOaryJionaTH4eCKuX, UIMMYHOJIOTHYECKUX, UHCTPYMEHTAIBHBIX M JPYTUX MOKa3aTe-
Jied B YCTaHOBJICHUH 3aKIIIOUUTEIBHOTO KIMHUYECKOr0 JUAarHo3a OTHOCUTENIbHA, TaK
KaK OHM OTPa)kal0T CTEMEHb BBIPAXKEHHOCTH Hecmnenupuueckux matouinogoruye-
CKHX CUHAPOMOB (MH(pekInmoHHo-Tokcuueckoro, OITH, JIBC u ap.) (Hanodeer A.A.,
N6parumosa C.X., Monesa JI.A., 2002). bonbiiee 3HaueHUE B JUATHOCTHUKE UMEET
JTMHAMHKa U3MEHEHHMs ITHX TMOoKa3atelel (mpuBeaeHHas Bbilie). OHU TakKe CIyKaT
KPUTEPUSIMU TSXKECTU PA3BUBIIUXCS OCIOXHEHUN U MMPOTHO3a 3a00JIeBaHUSI.

3aKTIOYUTENbHBIA TUArHO3 JOJDKEH ObITh BEpU(HUIIUPOBAH C MOMOIIBIO CIie-
U(DUUIECKUX METOJ0B AUArHOCTUKUA. OCOOEHHO ATO Ba)KHO MPU OINPEACIICHUHN CTep-
TBIX U Jerkux gopm 3abonieBanusi. C 3TON LENbIO UCHOIB3YIOTCS CEPOIOTHYECKUE
meroanl uccienopanus (PHUD, UDA, PUA). Ha cerogusmauii 1eHh METOJIOM BBI-
Oopa sIBIsieTCs peakiys HEmpsIMOH UMMYHO(ITYOPECIEHIIMH TIPU UCTIOIH30BAHUHU MeE-
Tona ¢uayopecuupytomux antuten (M®A). Merton BricOkOMH(OPMATHUBEH C TOJA-
TBEP)KIAEMOCThIO AMarHo3a 10 96-98%. JlonmyckaeTcsi BbISIBICHUE CEPOHETATUBHBIX
(mo 4-6%) dopwm 3aboneBanus. VMccnenoBanue IPOBOIUTCS ¢ TIOMOIIBIO TTAPHBIX ChI-
BOPOTOK. /IMarHOCTUYECKUM CUMUTAETCSl HapacTaHWE TUTpa aHTHUTEN B 4 U OoJiee pas.
Jns noseienus 3¢ dextuBaoctu cepoauarnoctuku ['JITIC neobxomum Hambosee
paHHul 3a00p mepBol CHIBOPOTKU (10 4-7 nHst Oosie3Hu). [Ipu B3ATUU CHIBOPOTKU
nozxe 15-ro qHs 00Jie3HU HapacTaHUS TUTPa aHTHUTEI HE OIpeaeseTcs. AHTUTeNa K
Bupycy ['JITIIC nocne nepeneceHHON MH(EKIMU COXPAHSAIOTCS MOKU3HEHHO HE3aBH-
CHUMO OT TSKECTH MePEeHEeCeHHOro 3a0oeBanus. B 1enax paHHeit nuarnoctTuku 6osuee
NEPCIIEKTUBHO UCTONIb30BaHUEe MeTo10B MDA ¢ oOHapykeHHeM aHTUTEN Kiacca Ig
M u [THP c obnapyxenuem ¢pparmenToB BupycHoit PHK.

Jleuenue I'JITIC (b.3. Cupomun, P.M. ®@a3zaviesa, 2009):

lloxazanus k cocnumanuzayuu

. HeoOxonuma panHsis rocnutanu3anus (B Hayayie JUXOPaJ0YHOrO Mepu-
ona, B iepBeie 3 nHs 6one3Hn). Hegomyctrmo amOynaTopHoe HaOroieHne 00JIbHOTO
¢ nopo3penueM Ha ['JITIC.

. TpancniopTrpoBKa 0OIHHOTO MAKCUMAJIBHO A SIIAS.

. [lepeBoa u3 GOMBHUIIEI B OOJNBHUIY U XUPYPTHUECKHE BMEIIATEIhCTBA
HEJIOITyCTUMBI.

llocne cocnumanuzayuu

. [TocTenbHBIN PeKUM 10 TPEKPAIICHUS TOTUYPUH: TIPH JIETKON hopme —
7-10 mHE#, cpeaHeTsHKENON — 2-3 Hen, TKENoW — He MeHee 3-4 Hel OT Havalia 3a-
OomneBaHMUs.

. TpeOyetcst cTporuii y4€T BBOAUMON KUAKOCTH (MUTHE, nHPY3UM) U €€
OoTePH (ANYype3, PBOTHBIE MACCHI, CTYII).
. Kontpons BogHoro 6ananca. HabnroneHue 3a U3BMEHEHUSAMU Te€MOINHA-

MHKH, T€MOrpaMMbl U reMaTokputa. KOHTpoJb ypOBHS MOYEBHMHBI, KpEaTHHHHA,
ANEKTPOJIUTOB (Kanuid, HaTpuif). O1ieHKa KUCIOTHO-IETOUYHOTO COCTOSIHUSA, KOaryJo-
rpammbl. UccnenoBanust moun. Pentrenorpadusi opraHoB rpyaHoil kieTku. [lpu
OCJIOXKHEHHUSIX HEOOXOJMMbl HHCTPYMEHTaJbHbIE HCcieAoBaHus —  ¢Guodpo-
a30(aroractponyoaeHockonus, ¥Y3U, KT.
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HemeoukamenmosHnoe neuenue

Huerta. [lutanue AOMKHO OBITH MOJHOUEHHBIM U ApOoOHBIM. [Ipu omuroypuu
UCKIII0O4aroT Ooratsle OesKoM (Msico, ppiOa n 6000BBIE) U KanueM (OBOIIM U (QpYyK-
ThI) IPOAYKTHI. HanpoTus, npu noanypur HE0OOXOIUMbI UIMEHHO 3TU NPOAYKTHI. [1u-
THEBOM PEXKUM JOJKEH OBITh JO3UPOBAH € YYETOM BbIAEIEHHON *kuakocTH. Konnye-
CTBO BBIIMBAEMOW M BBOJMMOM BHYTPb KUAKOCTH HE JOJHKHO MPEBbIIIATH 00BEMA
BBIBEJICHHOM (MOYa, pBOTHBIE MacChl, CTyJ) O6osiee ueM Ha 500-700 mut.

Meouxkamenmosnoe neuenue

OrtuotponHas tepanus ['JIIIC emwé negocrarouno pazpadboTaHa.

Jleuenue B HauaIbHOM (JIMXOPAJOYHOM ) MEpUOIE OOJIC3HU

[IpoTuBOBUpYCHAs, JE3UHTOKCUKAIIMOHHAS, AaHTUOKCUJAHTHASI Teparus, Mpo-
¢unaktuka JIBC-cunapoma, mnpeaynpexjaeHue W JieyeHue HMHQPEKIIMOHHO-
TOKCUYECKOTO IIOKA.

Imuompontoe neuenue

. [IpoTtuBOBUpYyCHas Tepamnus (puOaBUPUH U MHIYKTOPHI HHTEPPEPOHOB B
nepBbie 3-5 aHel 3a0o0eBanus ) 00s13aTebHa.

- PuGaBupun (Hanpumep, BUpa3oJ, pedetos) BBOAAT uH(Gy3uoHHO 1o 700-
750 mr/cyT B TeueHnue 3 mHeH, pubaMuIUI MPUMEHSIOT B Ta0JETKaX B TEUCHHE S5
JTHEMH.

— Hunykropsl uHTepdEepoHOB (Hampumep, THIOPOH, MEMNIIOMUHA aKpUAOHa-
neTart, HompodeHaszon).

. NmmyHnoOuosnornyeckue cpenactsa. [unepuMMyHHas Ijia3ma, JOHOP-
ckuil crienuduyeckuii uMMyHor100yuH nmpotu ['JITIC, KoMITJIEKCHBIN UMMYHOTJIO-
OyIMHOBBIN MIpemnapar, npenaparbl UHTEPPEPOHOB MAPEHTEPATHLHO M PEKTAIBHO.

le3unmoxcukayuonnas mepanus

. Buyrtpusennsie nady3uu 5-10% riaroko3sl, PU3NOIOTHUYECKOT0 pacTBO-
pa o 1,0-1,5 n/cyT ¢ ackopOMHOBOM KHCIOTOW U KOKapOOKcwiIa3ou. JlomycTumo o/1-
HOKpaTHOE BBEJICHHUE JICKCTpaHa (PEOIOIUTITFOKUH).

. IIpoTrBOBOCHIATUTENBHBIE CPEACTBA — METAMU30J1 HATpPHs, alleTHIICA-
JULMTIOBAas KUCIOTa WIH MapaleTamMoll Ha3HavyaoT npu runeprnupekcuu (39-41 °C).

. AHTMONPOTEKTOPHI — IUIFOKOHAT KaJIbLMS, PYTO3U[, 3TaM3WIaT, MUPHU-
KapOart u zip.

. [Tpu tsxénbix Qopmax Oo0Jie3HHM LIE€IECOOOpa3HO paHHEE Ha3HAYCHHE
CBEXE3aMOPOKEHHOM MIa3Mbl 1 HHTHOWTOpa poTea3 (HalpuMep, alpOTHHHH).

IIpogpunaxmuxa /{BC-cunopoma

. JlezarperanTel — TEHTOKCUGWUIMH (HAmpuUMep, TPEHTANI, NEHTHINH,
aramypuH, QuieKcUTan®), TUIUpuIaMolt (Harmpumep, KypaHTul).
. JInst yaydileHus: MUKPOUUPKYJSIUU TPUMEHSIOT TelmapuH HaTpusl 10

5000 E/I/cyT BHyTpMBEHHO — KaleJIbHO WIH TOJ KOXKY )uBoTa o 1500 EJI 2-3 paza
B CyTKH. HU3KOMOJIEKY/ISIpHBIC TeNapuHbl — HAApPONapuH Kaublius ((hpakcunapuH)
0,3 mu/cyt, 3HOKcamapuH HaTpusi (kiekcaH) mo 0,2 Mi/cyT, NanbTeMmapuH HATpUs
(dparmun) no 0,2 mi/cyT, peBunapu HaTpus 1no 0,25 MI1/cyT HOAKOXKHO.
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Heomnooicnvie meponpusmus

CBoeBpeMeHHas (paHHss) FOCHUTAIU3ALUSA, CTPOTMM TMOCTEIbHBIM PEXUM H
BBIIIEMIPUBEIEHHBIC MEPONIPUATHUS, KaK MPABUIIO, IPEAYIPEKIAIOT PA3BUTHE UH(]EK-
IIMOHHO-TOKCHUYECKOTo 1I0Ka. TeM He MeHee, okoiio 3-4% O6onbubix ['JITIC nocTyna-
10T B OOJIBHUILY C TOW WUJIM MHOM CTENEHBIO 1I0Ka, KOTOPBIM OOBIYHO pa3BUBAETCS Ha
4-6-11 1HU OOJIE3HM.

. Hekctpan (peononurinokuH) mo 400 mui, ruapokopTusoH mo 10 mi (250
MTI') BHYTPUBEHHO — KareJbHO, CBEXKE3aMOpPOKEHHAs IJ1a3Ma.
. [ mrOKOKOPTUKOCTEPOUABI B pacyére Ha MNpeaHU30J0H. llepBas 1mo3a

JIOJDKHA COCTaBJISATH MOJIOBUHY OT CYTOYHOM, MOCJICIYIONINE O3Bl BBOJAT Kaxabie 4
yaca BHYTPUBEHHO — CTpyitHO. OTMEHa Mocje CTaOuIn3aiui TeMOIMHAMUKH.

[ crenenbr WHQPEKIMOHHO-TOKCHMYECKOTO IIOKA: MPEIHU30JIOH 1Mo 3-5 mr/
(KrxcyT), MakcuManibHO 70 10 M/Kr/cyT).

Il crenenb WHQPEKIIMOHHO-TOKCUYECKOTO IIIOKA: MpeaHu3oyion 1o 5-10
MT/(KI'XCYT), MAKCUMaIbHO 10 20MT/(Kr/CyT)

IIT crenenph HHGEKITMOHHO-TOKCUYECKOTO IT0Ka: MPeAHN30J10H 110 10-20 mr/

(KrxcyT), MakCUMaJIBHO 710 50 MI/KT/CyT).

. I'unpoxap6onat Hatpus 4% no 200 My BHYTPUBEHHO KareilbHO, OJIHO-
BPEMEHHO B JIPYT'yI0 BEHY WJIH MOCIIE IEKCTPaHa (PEOMOTUTITIOKUH).

. CepleuHble TIMKO3UAbl M KapAUOTOHMKH BHYTPUBEHHO (HampHMED,
crpodanTrH-K, KOprinkoH).

. [Ipu HEdPheKTUBHOCTH MEPBUYHBIX MEPOMNPUATHH, OTCYTCTBHH MOYHU
nocie 1,2-1,5 1 BBeA€HHON KUIKOCTH WIM TOCTyIuieHuu OosibHOTro ¢ III cTemenbpio
MH()EKIIMOHHO-TOKCHUECKOTO IoKa HazHadaroT gomamMuH 0,5% wmm 4% mo 5 mur (25
wi 200 Mr), KOTOpBINA pa3BOIAT cOOTBETCTBEHHO B 125 mmm 400 ma 5% TrimroKo3bI
WJIM U30TOHMYECKOTO PacTBOpa HATpHs XJIOpUAA U 3aTEM BBOJAT BHYTPUBEHHO - Ka-
MEJIBHO CO CKOPOCThIO 15-20 Kameab B MUHYTY.

. Koppekmust pasBuBaromierocsi npu HH()EKIIMOHHO-TOKCHUYECKOM IIOKE
JBC-cunapoma.

— Ilpu runepxoarymsmuu HaszHawaroT 1o 15 000-20 000 EMl/cyT remapuna
HaTpwust; mpu runokoaryssiuu 1o 5000 EJl/cyT renapuHa HaTpusi BHYTPUBEHHO.

Hns axtuBaruu AT-111: cBexesamopokenHas miazma g0 600-800 mu/cyT
BHYTPUBEHHO — KaleJIbHO.

— Nurubutopsr nporea3z — anporunun 10 1000 EJI/(xr/cyT)

AHTHOTIPOTEKTOPHI — dTaM3UJIAT (HampUMep, TUIIUHOH 10 6-8 MII/CyT).

— Ilpu xenyI0YHO-KHUIIIEYHBIX KPOBOTCUCHUSIX Ha3zHa4datoT paMoTuauH 1o 40
Mr 2-3 pa3za B CyTKH BHYTPUBEHHO, 5% aMHUHOKANPOHOBYIO KHUCIOTY OXJaXAEHHYIO
(BHYTpb), aHTAIH]IBI (HALIpUMEp, aiMarelib A, Maajokc).

. MoueronHsle mpenapaThl Ha3HAUYalOT MOCJIE HOPMaIU3allMi TeMOuHa-
MHKH WM TIPY [IEHTPaIbHOM BEHO3HOM JAaBjieHuHu >120 MM Boj.CT., Hanpumep Qy-
pocemup 40-80 mr/cyT. [Ipu I'JITIC npoTrBOMOKa3aHO BBEICHNE MAaHHUTOJIA.

. Jlokca3o3uH no 10 Mr 1-2 pa3a B CyTKH BHYTPUMBIILIEYHO.

. Okcurenorepanusi.
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OO1iee KOIMYECTBO BBOAMMOM KUAKOCTHU MAODKHO cocTaBiATh g0 40-50
MJI/KT/CyT) (O] KOHTPOJEM ANYype3a), U3 HUX KOJJIOUHBIE PACTBOPHI HE MEHEE Tpe-
TH.

[Tpu MHPEKITMOHHO-TOKCUIECKOM IIIOKE HEJIb3sI IPUMEHSITh CUMITATOMUMETHUKHU
(manpumep, penmddpuH, snuHePprH, HOPINUHEDPHUH), TAKKE HE MOKA3aHbI Cla3-
MOJIUTHKH.

Jleuenue 6 onucoamnypuueckom nepuooe

Jle3auHTOKCUKAIMOHHAsl Tepamnusi, 60pr0a ¢ a30TeMHell U CHUKEHHUE OEIKOBOTO
karabomu3ma. Koppekuuss BoaHO-3ieKTpoiauTHOro Oananca u  JIBC-cuniapoma.
Cumnromatuueckas tepamus. [IpeaynpexaeHue u JiedeHue OCI0KHCHHUI: OTEK MO3-
ra, OT€K JIETKUX, HAAPBIB WM Pa3pbIB KaICYJIbI MOYCK, a30TEMHUYECKasi YpeMusi, Kpo-
BOM3 JIUSHUS B TUTTOGU3 U IPYTUE OPTaHbl.

Koncepsamusnoe neuenue ypemuueckot unmoxcuxayuu

. [IpomMbIBaHME KenyaKa U KUIIeyHUKa 2% COJJOBBIM PACTBOPOM.
. DHTEpOCOPOEHTHI (HapUMEp, JIUTHUH THAPOJIU3HBINA, TOBUIOH) U AP.
. Buyrtpusennsie undysuu 10-20% pacTBOpa riroK03bl C UHCYJIUHOM, (H-

3MOJIOTHYECKOTO PACTBOPA, ACKOPOMHOBON KHCIOTHI, KOKapOOKCHIIa3bl U JAPYTUX
cpenct (Hampumep, aMuHOGUIUTHH). [Ipu TsxEnbix popmax — anbOyMUH.

. Nuruburopsl nmporeaz — anpoTuHuH (Hampumep, KoHTpukaa 10 000,
TOPAOKC), METaHIMEHOH (HAaIpuMep, METAaHAPOCTEHOJIOH ), TAPEHTEPAIbHOE TUTAHUE.

[Ipu onurypuu He BBOAST KOJUIOMAHBIE PACTBOPHI JEKCTpaHa (PEOTOIUTIIIO-
KWH, TIOJUTIIIOKWH, PEOTIIOMaH, TeMO/Ie3), TIFOKOKOPTUKOCTEPOUIbI (KpOMe CIIydacen
KoJIJIarica, OTéKa MO3ra U JIETKUX).

OcHoBHas 3a/1aya Tepaluy B OJUTOaHypUUECKH mepuoa — O6oprda ¢ rurmep-
ruapaTanuen, alua030M U AJIEKTPOIUTHBIMU HAPYIICHUSIMH, JICUEHUE OJUTOAHYPHHU
(moun menee 500-600 mi/cyT).

Heobxonumbie MeponpusaTust

. Heo6xoauMo KOHTpOIMpOBaTh 00BEM BBOJIUMOM U TIOTEPSTHHOM KUJIKO-
ctu (Moua, pBOTA, CTYII).
. Crumymsimust nuype3a — dypoceMusi (HampuMmep, JA3UKC) B PEKUME

yaapsbix 103 200-300 Mr 0 THOMOMEHTHO BHYTPUBEHHO — CTPYHHO, MOCIIE OlleIayu-
BaHus (4% ruapokxapoonat Hatpus o 100-200 mi) 1 BBejeHUs1 OETKOBBIX Mpemnapa-
TOB (anbOyMHUH, CBEXE3aMOpOXKEHHas Iia3ma). Eciau mpu BBeaeHWH TEPBOU 03B
nonyyeHo He MeHee 100-200 mn mouwm, 4depe3 6-12 4 BO3MOKHO MHOBTOPHOE
BBeJleHHE (pypoceMuia B TOH ke no3e. OO1as 103a npenapara He JAO0JKHA IPEBbI-
math 800-1000 mr. [Ipu anypun (Mmoun menee 50 mir/cyTku) ucmonb3oBaHue Gypo-
ce~MUJa HeXeIaTeIbHO.

. Koppexmuto anumosa mpoBoasat 4% runpokapbonatom HaTpusi. Koppek-
1Ms TUNepKaaueMun (yanie HaOmo1aeTcst y O0JbHBIX 0€3 pBOTHI M [MOHOCA) BKIIKOYA-
€T TJIIOK030-UHCYJIWHOBYIO Tepamnuto, BBefeHue 10% rirokonaTta kambmmst g0 30-40
Mi/cyT U OeckanueByro auery. HeoOxomumo m30eraTh BBENICHHS IpenapaToB, CO-
JepKalluX UOHBI KaJlis U MarHusl.
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B 3TOT nepuoa npoaoikarTcs U HEpEeaKo MaHU(PECTUPYIOT FreMopparuiyeckue
nposiBiieHuA. [IpogoipkaroT HadaTyro B JIMXOPaJO4HbIM mepuoa kKoppekuuto JBC-
CUHAPOMA, KOTOPYIO IPOBOASAT IO TEM K€ MPUHIIUIIAM.

Baxunpiit komnonent tepanuu 6onbHbix [JIIIC — ycmpanenue nebnaconpu-
SAMHBIX CUMNIMOMO8 DOIe3HU.

. BoneBoil cuHapom. AHalbreTUKH (HampuMmep, aHaJlblruH, OapanruH, 1H-
LUKJIOBEPHUH, CIIa3MaJroOH, CHa3raH U Jp.) B COYETAHUH C JI€CEHCUOWIU3UPYIOLIUMU
CpeACTBaMU: XJIOPOIHMPAMHUH, MIPOMETa3uH, TUPEHIUAPAMIUH (HAIPUMEp, JUMEIPOI)
u ap. [lpu ux HeaPeKTHBHOCTHU MOKA3aHbI APYTHe CPEICTBA — APONEpHI0, peHTa-
HWI, TpUMENepuauH (Hampumep, npomenoin). [Ins HelposenTtoaHalre3ud BBOAST
npornepunion 0,25% mo 1-2 mn, perranmn 0,005% o 1-2 m.

. [Ipu ynopHO#H pBOTE€ U MKOT€ — IMPOMBIBAHUE KENy/Ka, METOKJIONpa-
MuUJ [Hanpumep, epykai, perjan®, MeToKIoNnpaMu, MpokauH (BHYTPh)], MpomMeTa-
3UH (HarpuUMep, MUIMONb(PEH), aTPOIHUH.

. [Tpu aprepuasibHOM TUTIEPTEH3UU — aMUHOPWIUIUH (HarpuMmep, dypui-
7uH), 6enaazon (Hanpumep, A10a301), ManaBepuH, Bepanamui, Hueaunua (Hanpu-
Mmep, kopuHdap, kopaadheH®).

. [Ipu cynopoXHOM CHHIpPOME — JMa3enam (HampuMmep, pelaHuyM, ce-
IyKCceH, cu0a30H), XJIOpNpoOMa3uH (HampuMep, aMUHA3UH), IPONEPUI0II, HATPUS OK-
cubat (Hatpusi okcuOytupar). [lociie BoccTaHOBIEHUSI quype3a NmupaineraM (Hampu-
Mep, HOOTPOIIHII).

. [Ipu BbIpa)K€HHOW TUMOKATUEMUU HEOOXOIUMO IOMOITHHUTEIHHOE BBE-
nenue npenaparoB kanus — KCL 4% mo 20-60 mu/cyT (Hanmpumep, maHaHTHH, ac-
napkam), Kajausi opoTar.

YcrpaneHne cMMITOMOB, HEPEAKO COMPOBOXKIAOIINX MOJINYPUUECKUN EPUOT
(apTepuasibHasi TUIEPTEH3US, TOJIOBHAsT 00Jib, OONH B MOSICHUIIE, TOIIHOTA, PBOTA U
Ip.), IPOBOAUTCS IO TEM KE MPUHIHUIIAM, YTO U B OJIMTOAHYPUYECKUN TTEPUOS.

[Tokazanus Kk remoguaIn3y

OnpenensomuM noKa3aTeasiMu sl ipoBefeHus ['J] cunTaloT KIMHUYECKue
MPU3HAKUA YPEMUHU.

. ARnypus.

. WNuTencuBHas rojloBHAsE 00Jb, 3aTOPMOKEHHOCTD, COHJIUBOCTbD, SIBICHUS
MEHUHTU3Ma, TOITHOTA, HEMpeKpaIlaroascs ppoTa, MyudnTeIbHas UKoTa, 601 B 00-
JIACTH TOSCHUIIBI HA (hOHE BRIpaXEeHHOU onurypuu (Meree 300 Mi1 MOYH B CYTKH).

. Azoremus: modyeBuHa Oonee 26-30 Mmomn/a, kpeatnnun 6oxee 700-800
MKMOJIB/J; Tutniepkaauemusi 6,0 MMonb/n1 1 Beime. [Ipu BeIpakeHHOW a30TeMuH, HO
YMEPEHHON MHTOKCUKAIIMHU U OJIUTOAHYPHU Je4eHUEe OOJIbHBIX BO3MOKHO 0e3 /1.

[IpoTrBoOIIOKa3aHUs K TeMOANAIN3Y — HH(PEKIIMOHHO-TOKCUYECKUH IIOK, Te-
MOPpPAruyecKuil UHCYJbT, TEMOPPAruuecKuil UHPapKT aAeHOTUNO(PHU3a, MACCUBHOE
KPOBOTEUYEHHE, CIIOHTAHHBIN Pa3pblB MOYKH.

bosbapix ['JIIIC BBIMKUCHIBAIOT NpY HOPMAJIM3ALMKU IUYype3a, MOKa3aTeaen a3o-
TeMHUH (MOYEBUHA, KPEATUHHH ), TEMOTPAMMBI, OTCYTCTBUM MUYPUH U MUKPOTEMAaTy-
pun. ['Mnon3ocTeHypusi HE CYUTAETCS MPOTUBOIOKA3aHUEM JJIsI BHITUCKH.

CpoKu BBITUCKHA PEKOHBAJIECLEHTOB:
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. nipu €rkoit hopme — He panee 17 — 19 gus Gone3Hu;

. MIpU CpeAHETIKENON — He paHee 21 — 23 nHs OoJne3Hu;

. pH TSHKENON popMe — He paHee 25 — 28 nHs 0ose3Hu.

YuurtsiBasi BO3MOKHOCTh Pa3BUTHUS OCJI0KHEHHM, YMEHbBIIATh CPOKU TOCIIUTA-
JU3aluU HE PEKOMEHIYIOT. BOJIBHBIX BBIMUCHIBAIOT C OTKPBHITHIM OOJBHUYHBIM JIU-
CTOM, KOTOPBIN JOJHKEH ObITh IPOJOJIKEH HE MEHEe YeM Ha 2 HeJl.

B nucnancepuszanuy HYXJAHOTCS MALNMEHTHI, MEPEHECIINE TKEIYI0 U Cpel-
HeTskENnyto ¢opmbl OonesHu u mnoaseprimmecss ['J[. MIMeHHO cpenu 3THX Tpymil
HaOJI0AAI0T MEIJIEHHOE BOCCTAHOBJIEHUE (PYHKIUH MOYEK, a GopMUpOBaHUE XPOHU-
yeckoi novyeuHou nmatosoruu nocie ['JITIC nmpoucxoaut kak ObI UCTIOABOJIb.

Camoe mpuctajlbHO€ BHUMAaHUE HAJI0 YACNSATh NMAalMEHTaM, Y KOTOPBIX IMOCIE
['JIIIC nabmronaroT HEAOMOTaHWE, acTeHU3allMI0, CHIKEHHE paboTOCIOCOOHOCTH,
00JI1 B MOSICHUIIE, HEMOTUBUPOBAHHOE TMOBBIIICHUE TEMIEPATYyphl, YUalIEHHOE MO-
YEHUCNyCKaHUe, JEUKOIUTYpHUI0, TNoBbllIeHnE AJl. JIUTENbHOCTH IHCIAHCEPHOTO
HaOJII0IeHNsT A0 KHA OBITh HE MeHee TPEX JieT. K aToMy cpoky ynaércs onpesenuThb
TPYIIBl PEKOHBAJIECIEHTOB C TOJHOCTHIO BOCCTAHOBJICHHOW (YHKIIMEH TOYCK, a
TaK)XKe BBIICJIUTH MAIMEHTOB C YK€ CPOpMHUPOBABIIEHCS CTOWKOM MAaTOJIOTHEH IMOYEK,
HYXJAIOIIUXCS B JICUCHUHU.

PexonBanecuents! ['JITIC Bo BpeMs JucniaHCEpHOTO HAOIIOACHUS BBITIOIHSAIOT
HEOOXOIUMBIN PEXHUM U COOIOAIOT queTy. He peKOMEeHIYIOT 3aHUMAThCS TAKEIBIM
buznueckuM TPyaoM U Quanydeckod KynbTypoi. OcBOOOXKIAIOT OT KOMaHIUPOBOK,
HOYHBIX JeKypcTB. HeoOxonumo nzberaTh nepeoxiak1eHU.

Pesunyanpasie nposiBnenus npu [JITIC B Bume mocTUH(PEKIIMOHHOW aCTEHUH
HabmonaT B 20 — 22%, moveuHbIX NposiBiIeHU B 25 — 26%, nopakeHuii HEpBHO-
SHAOKPUHHON cucTeMbl B 22 — 23%, MOCTUH(EKIIMOHHOW MUOKAPAUOIUCTPOPHUH B 6
— 7% ciyyaeB (Cupotun b.3., XKapckuit C.JI., Tkauenko E.A., 2002; b.3. Cupotus,
P.M. ®aznsiera, 2009).

IIpogpunaxmuka. Cneundudeckas npoduiaktuka He paspaborana. OHa cBo-
IUTCS K YHUUTOKEeHHIO TpbI3yHOB B ouarax ['JIIIC u k 3amure ntoaei oT COnpuKoc-
HOBEHUS C IPhI3YHAMU WK IIPEIMETaMHU, 3arPs3HEHHBIMU UX BbLACICHUSIMU. B Hace-
JICHHBIX MYHKTaX, PACTIONATAONINXCS OKOJIO Jeca, HEOOXOUMO XPaHUTh MPOAYKTHI
Ha CKJIaJax, 3alIMIICHHBIX OT IPBI3YHOB. TE€PPUTOPHUIO OKOJIO KUJIbS CIEAYET OCBO-
00X1aTh OT KycTapHHUKa, OypbsHa. [Ipu pa3MelieHuu B JICTHUX Jarepsx, TypUCTAYE-
CKuX 0a3ax W T.N. BBIOUPATh MECTa, HE 3acCelIiEHHBbIC TPhI3yHAMH, CBOOOIHBIC OT 3a-
pociieit 0ypbsiHa. MycopHbI€ sIMBI B 3THX CJIydasx pacrojarator He MeHee yeM B 100
METpax OT MAJIATOK.
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T'JIABA IX.
TEMOPPATMYECKUWE 3ABOJIEBAHUS,
OBYCJIOBJIEHHBIE TATOJIOTUEA
COCYIMCTOM CTEHKHU

BPOKJIEHHAA TEMOPPAT'HYECKAA TEJTEAHIT'UIKTA3HUA
(bOJIE3Hb PEH/TIO-OCJIEPA)

Bposknennas reMmopparudeckasi teneanrudkrasus (bonesnp Penmro — Ocnepa)
3TO ayTOCOMHO—JIOMHUHAHTHOE 3a00JIeBaHWE, XapaKTepU3YIOIIeecs] MHOKECTBCHHBI-
MH TEJICAHTUIKTA3UAMU KOXKHM M CIM3MCTBIX 000JIOUEK, a TaKkKe IreMOpparnyecKum
CHHJIPOMOM pPa3HOM JIOKaIU3aIMi. MexaHu3M peaan3allii Pa3IunIHbIX TCHETHUSCKUX
nedektoB mpu 6oie3nn Penmato — Ocepa okoHYATENIbHO He BhISICHEH. [Ipeoliamaer
NpEJICTaBJICHUE O BPOXKJICHHOW HEIOCTATOYHOCTH ME3CHXHUMBI, 00YCIOBIMBAIOIICH
BO3HHMKHOBCHHE TesieaHrudkTasuil. CocyaucTas CTEHKA JIMIIEHA MBIIMICYHBIX U 3J1a-
CTHYECKUX BOJOKOH, COCTOUT MOYTH M3 OJHOTO SHAOTEIHS U OKPY)KEHA PHIXJION CO-
CIMHUTEIPHON TKaHbIO. BeHYIBl M KamWIspbl, KOTOphIe 00pa3yroT TEIeaHTHIKTa-
3WH, PE3KO MCTOHYEHBI, MOCTKANMUISIPHBIC BEHYJIBl PACITUPEHBI M aHACTOMO3HPYIOT
C apTepuoJiaMy 4Yepe3 KalmWUIAPHBIE CETMEHTHI. ApPTEpHATbHO — BEHYJISIPHBIC aHa-
CTOMO3BI — XapaKTEepPHBINA MPU3HAK 3a0oneBaHusl. OTMEYAIOTCS TAaK)Ke JIeTeHEPaTH B-
HbIE M3MEHEHHUS ME3CHXUMBI (pa3pbhIXJIEHHE COCIWHUTEIHLHOW TKaHH), CKOIUICHHE
JICHKOIIMUTOB ¥ TUCTHOIMTOB BOKPYT COCY/IOB, HEAOPA3BUTHE COCOYKOB KOXH H Cla-
00¢ pa3BUTHE MMOTOBBIX XKeJe3, YMCHBIICHUE KOJIMISCTBA BOJIOCSHBIX JTYKOBHII.

KpoBoreuenuss mpu Oonesnn Penmio — Ocnepa 0OyCIOBICHBI XPYHIKOCTHIO
MEJIKMX KPOBEHOCHBIX COCYIOB. Y HEKOTOPHIX OOJBHBIX OMPEACIISICTCS HapyIICHHUE
GbyHKIEM TPOMOOLIMTOB M akTUBaIus GpuopuHoim3a. KimmHndeckue mposiBiaeHus 3a-
0osieBaHMS B BHJIC KPOBOTCUCHHUI PA3IMYHON JIOKAIM3AIUHA MOTYT OMIPEISISITHCS YKE
B paHHEM JIETCTBE M COXPAHSIOTCS Ha MPOTSHKCHHUU Bcel u3HU. OJHAKO KOXKHBIC
MIPOSIBIICHHSI 00JIC3HH CTAHOBSITCS BHJIHBI 3HAYUTEIHHO TI033Ke, 00BIYHO B Bo3pacte 30
— 40 ner.

B kmaccuueckom onmcannu W. Osler (1907) pasrparmuun Tpu Buja TelcaHTH-
9KTa3WH, BBISABIIIEMBIX HA KOKE U CIIM3UCTHIX 000JI0UKAX:

1) panHMii, B BUAE HEOOJBININX HEMPABUIBLHOW (DOPMBI MEIIKHX COCYIUCTBIX
00pa3oBaHUl — MATHBIIICK,

2) IPOMEXKYTOUYHBIN, B BUC HEOOJBIITNX COCYUCTHIX «ITAYIKOBY,

3) NO3IHUY WITH Y3JI0BATHIN THIT, UMEIONIHI BT IPKO — KPACHBIX KPYTJIBIX HITN
OBAJIbHBIX BO3BBIMIAIONIUXCS Y3EIKOB TUAMETPOM 3 — 7 MM.

Boxkpyr 3Tux 00pa3oBaHUi 4aCTO BBISABISETCS CETh PACIIUPEHHBIX MEJIKHX CO-
CYJIOB, 0COOCHHO B 00JIACTH KPBUILEB HOCA, T'y0, IIEK U BEK, TAKXKE BOKPYT COCKOB Ha
IpyJd, TPUIAIONUX KOKe 0arpoBO-CHHIOIIHBIN OTTEHOK C PE3KO BBIPAKCHHBIM CO-
CYJIUCTBIM PUCYHKOM. Y OOJIHBIX CTapIie 25 JIeT MOTYyT OTMEYaThCs TEICAHTUIKTa-
3WM BCEX TPEX BHINICIICPSUYNCICHHBIX THUIIOB. BCe OHU XapakTepH3yIOTCS TEM, 4TO
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0JICIHEIOT NIPU HAJABIMBAHUU U HAIOJHSIOTCS KPOBbBIO MOCJE MPEKpaIleHus JaBlie-
HUSL.

VY GonbIMHCTBA OOMBHBIX TEJICAHTUAIKTA3UU PaHbIIE MOSBISIOTCS HA ry0ax u
UX BHYTpEHHEH NOBEpPXHOCTH (puc. 44, CM. IIBETHYIO BKJIAAKYy). 3aTEM OHH MOTYT
O0OHapy»UBAThCS HA JIFOOBIX y4aCTKaX KOXKU — KPBUIbSIX HOCA U €ro CIU3UCTON 000-
JI0UKe, IeKax, HaJl OpOBSIMU, HA BHYTPEHHEHN MOBEPXHOCTH IIIEK, sI3bIKA, IECHAX, BO-
JIOCHUCTOW YacCTH T'OJIOBBI, KOHUMKAX MajiblieB (puc. 45, cM. BeTHYIO BKIaAKY). Tene-
AHTUIKTA3UU MOTYT OOpPa30BBIBATHCA U KPOBUTH M3 BCEX CIMU3UCTHIX 000JIOUEK — U3
3eBa, rOpTaHu, OPOHXOB, HA BCEM MPOTSHKEHUU KETYJA0YHO — KHUIIIEYHOTO TPAaKTa, B
MOYEBBIX MYTAX U BO BJarajaulie.

VY GonpuHCTBa OOJIBHBIX HAOMIOJAIOTCS TSDKEINbIE, PeHUANBUPYIONIUE HOCO-
Bble KpoBOTeueHHUs. HoCoBbIe KPOBOTEUEHUSI MOTYT OBITh UPE3BBIYANHO YIOPHBIMHU,
MPOJOJIKATHCSA B TCUCHUE HECKOJIBKUX JHEUW U HENEIb, MPUBOAUTD K TSHKEION aHEMU-
3aruu 00bHBIX. Tspkenble mpody3HbIE HOCOBBIE KPOBOTEUECHUS Mpu Oose3Hu Penmio
— Ociepa SBIAIOTCS ONACHBIMM JJIS KU3HU 3TUX MAIIUEHTOB.

YnopHasie ipody3HbIE KPOBOTCUCHHUSI MOTYT OTMEUAThCA M3 TEICAaHTHIKTA3UM
000 Ipyroit JToKanu3auu: OPOHXOJIETOYHOH, KEITYT0YHO-KUIIIEYHOHN, U3 MOUYEBBIX
nyTedl u T. 1. Takue KPOBOTEUECHHS MOTYT MPHUBECTH K CMEpPTH OOJbHBIX. Penko
HAOIIOIAl0TCSl KPOBOUBIHUSHUS B TOJOBHOM M CHMHHOM MO3T, €ro 00OJOYKH U BO
BHYTPEHHUE OpraHbl. MOXXET OTMEUaThCsi yBEJIUYCHHE II€YEHU, HapylleHHe e¢&
(GyHKIIMOHAIBHOM CITOCOOHOCTH. Pa3BuTHE apTeprno — BEHO3HBIX IIYHTOB B INEYEHU
MPUBOJIUT K PA3BUTHIO LIUPPO3a MEUCHHU.

Juarnoctuka 6one3nu Penaro — Ocnepa OCyIIeCTBISIETCS HA OCHOBAaHHUH Clie-
JTYIOIIMX TJIaBHBIX MPU3HAKOB:

- O0HApYKECHHE TEICAHTHAIKTA3Ui Ha KOXKE M CIIM3UCTHIX 000JI0UKAX;

- CeMEHHBIN XapakTep 3a00JIeBaHuUs,

- OTCYTCTBHE MATOJIOTUM CUCTEMBI T€MOCTA3a.

B ciydae reHepanr30BaHHOTO XapaTepa TEJICAaHTUIKTA3Ui U PACIIONIOKEHUS UX
Ha JOCTYIMHBIX OCMOTPY y4acTKaX IMOCTAHOBKA JUArHo3a He TpeOyeT MJIUTEIbHOIO
BpemeHu. ['opasno ciokHee NSl JUArHOCTUKH JIOKaJIbHBIE (POPMBI 3TOTO 3a00IIeBa-
HUS C U30JIMPOBAHHBIM MOPAKEHUEM OPOHXOB, MAaTKH, KEITYJKa, KAIIICYHUKA, TTOYCK.
JI1s1 AMarHOCTUKYU TEJIEAHTHAIKTA3UM 3TUX JIOKAM3alUi IPUXOIUTCS BBIMOJIHSTH CO-
OTBETCTBYIOIIME MHCTPYMEHTalIbHBIE M aHTHOTpaduueckue uccienoBanus. Hambo-
Jiee 3aTpyHUTENIbHA JUAarHOCTUKA TEJICAHTMAKTa3Ui B TOHKOM KHUIIEYHUKE, CaMbIM
WHOOPMATUBHBIM METOJIOM B JaHHOM CITydae SBISICTCS KarCyibHash SHIOCKOIIHS
(Boiiexosckuii B.B., XayctoB A.®., [TuBauk A.B., 2011).

[IpodunakTrka u aeUcHUE

Heobxonumo mpoBoauTh MPO(MIAKTHKY BO3HUKHOBEHUS PUHHUTOB U JPYTUX
BOCIAJIUTEIbHBIX 3a00JIEBAHUM CIMU3UCTHIX 000JIOYEK, KOTOPhIE MOTYT MPOBOIUPO-
BaTh KpoBoTeueHue. [I[poTuBoNoOKka3an nmpueM acnuprHa U APYruX MPOTUBOBOCHIAIU-
TEJbHBIX HECTEPOUHBIX MPENapaToB, HAPYyIIAIOMMUX (YHKIUIO TPOMOOILUTOB U yCU-
JMBAIOMMX KpoBoTeueHHe npu Oose3nn Penmto — Ocnepa. [IpoTuBomnokaszan mpuem
ankorojsi. OnacHsl TspKeIble (GU3NYECKUE HArPY3KHU.
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JI711 OCTaHOBKHM HOCOBBIX KPOBOTEYEHUM MCIOIB3YIOT OPOIIEHUE ITOJOCTH HO-
ca 5 — 8% aMMHOKanpOHOBOM KHUCIIOTOM (JIydlle B cMECH ¢ TpOMOMHOM). MOKHO uc-
M0JIb30BaTh aNIUIMKaluMU cMeced GuOprHa ¢ KojulareHoMm. Tyras TaMIioHaja Hoca
UCIIOJIB3YETCSl TOJIBKO B TSKEIBIX CUTyalusix. BpeMeHHbIN 3 deKT naer oTciioika
CIIM3UCTON 00O0JIOYKH HOCA U MEpeBsA3Ka MPUBOIALINX apTepUil — HApYKHOM COHHOM,
BEPXHEUETIOCTHOM, pemeTyatoid. BpeMeHHbI Noa0XuTenbHblil 3P GEeKT oKa3bpiBaeT
JIOKaJIbHOE 3aMOPOKUBAHUE CIU3UCTON 000NIOUYKM MYTEM MOJBOAKU K KPOBOTOYAILlE-
My Y4YacTKy KpHOAMNIUIMKATOpa C MapOXUAKOCTHOW ammuiMKaluel *UaKoro azora (-
196°C) na 30 — 90c, 160 ¢ ryOKOM MPONMUTAHHOW MEPCUKOBBIM MACJIOM U CMOYCH-
HOM B )XHJIKOM a3zote. B mocnemayromnieM npoBoasiT 4 — 8 ceaHcoB (¢ HHTEpBajiaMu 1 —
2 7HS) ¢ OJHOCEKYHAHBIMU PACIBUICHUSIMU KUAKOTO a30Ta B MOJOCTH Hoca. [lpu-
MEHSIOT JIOKAJIbHBIE BO3JEHCTBHS Ha KPOBOTOUAIME YYACTKH JazepoM. [Ipu dacTeIx
U OYEHb OOWJIBHBIX JKENYJAOYHO — KHUIIEUHbIX, HOCOBBIX, OPOHXOJErOYHBIX U JIOXa-
HOYHBIX KPOBOTEUEHHUSIX MPOBOJIAT XUPYPrUYECKOE JICUEHUE — MCCEUYECHHE YYAaCTKOB
CJIM3UCTBIX 000J0UYEK C PACIIONOKEHHBIMU B HUX TelleaHTHIKTazaMu. OTHAKO BCKOpE
BOJIM3U PYOIIOB MOSBISIOTCS HOBBIE TEJICAHTMAKTA3bl. TpaiulIMOHHBIE O0ILIUE TeMO-
CTaTUYECKHE BO3JEHUCTBUSI — BBEJCHUE NpenaparoB BuTaMuHa K, xnopujaa Kanbius,
JTUIMHOHA, aMUHOKAIIPOHOBOM KHUCJIOTHI U T. A., pu Oone3nu Penmro — Ocnepa He
s dexruBnubl (bapkaran 3.C., 2005).

CHH/IPOM DJIEPCA-TAHJIO

Cunnpom Dnepca-/lanno — reTeporeHHasi rpymnmna pelKuX COCIUHUTEIBHOT-
KaHHBIX 3a00JieBaHUM, OOYCIIOBJICHHAs HapYyIICHHWEM CHHTE3a WIW MeTaboiu3ma
KoJutareHa. B ocHoBe 00J1€3HU JIEKUT TEHETUYECKHU 00YCIOBICHHOE HAPYIICHUE CUH-
T€3a BOJIOKOH COEJUHUTEIIbHOW TKAHU U JIUCIUIA3HUS COCYIUCTOW CTEHKH. XapakTep-
HBIMH OCOOEHHOCTSIMU 3a00JIEBaHUS SIBJISIOTCS HICTOHYCHUE U UYpe3MEpHasi pacTsKHU-
MOCTh KOXH, Pa300JTaHHOCTh CYCTaBOB, JIETKOCTh Pa3phIBOB COCTUHUTEIHHOU TKa-
HU, TEMOPPArnyeCcKUil AnaTe3, MI0X0E 3AKUBICHUE PaH.

3a0oneBaHre MOXKET OBITh JIETKO JUATHOCTHPOBAHO YK€ MPH POXKICHUU HIIH
BCKOpe mociie ponoB. Kak npaBuiio, 1eTu poxkaaroTcsl HenoHomeHHbIMU. Koxa y ne-
TEll OYEHb TOHKAS U JIETKO PAcTSKHUMa, 4YacCTO CKBO3b KOXKY IMPOCBEYMBAIOT TEJICaH-
ruodkTazuu. B mocnenyroiiem, 1o Mepe B3pOCieHUsT peOeHKa, MOCTENEHHO 00pa3y-
IOTCS KOXXHBIC CKIIQJKW, HATOMHUHAIONINE MemKH. OCOOCHHO 3TO 3aMETHO B 00J1aCTH
JIOKTEBBIX, KOJICHHBIX CYCTaBOB. XapaKTepHa Ype3MepHas paHUMOCTb KOXH, 1axe
pu HeOOIBIIOM (PU3NUECKOM BO3JICHCTBUH, TPAaBME KOXKa JIETKO pa3phIBaeTcs, oopa-
30BaBIIAECS PA3pBIBBI ITUIOXO 3a)KMBAIOT, HA MECTE pa3pbiBa KOXH (HOpMUPYIOTCS
atpoduueckue pyOipl. OHM MOTYT 0Opa30BBIBATHCS BOKPYT pTa, U TOTJa OH MPUOO-
petaer Gpopmy «pbiObero». B obmactu pyOo1oB oTKIanbiBaeTcs Kanbluid. Hambomnee
4acTo KaJdblUU(PUKATHl OOHAPYKUBAIOTCS U MPOIIYIBIBAIOTCS B O0JACTU JOKTEBBIX U
KOJICHHBIX CyCTaBOB.

HaGntonaercst upe3mepHas MOJIBUXKHOCTH («pa300JTaHHOCTBY) CYCTaBOB,
HapylIaeTcsl MOXOJKa, JIErKO pa3BUBaeTcs KU(o3, y OTAEIbHBIX OOJBbHBIX (OPMUPY-
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I0TCSI apTPUTHI, 3HAUUTEIIBHO CHUXasi MBIIICYHBIA TOHYC. J[OBOJIBHO YacTo y 0OJb-
HBIX CKJIEPBI UMEIOT FOJIyOOBATHIN OTTEHOK, MOXKET OBITh «TPETHE» BEKO — AMUKAHTYC
(ckmazka KoK MOJIYJTyHHOU (OpMBI B 00J1aCTH BHYTPEHHETO YIJIa TJIa3HOU 1menu). Y
MHOTUX OOJIbHBIX JUATHOCTUPYIOTCS BPOXKJICHHBIC MOPOKU Cepjilla (4alie BCEero Je-
(eKTh MEAOKENy0YKOBOM, MEXIIPEICepAHON Meperopoiok, terpaaa daso, cyxe-
HUE JIETOYHON apTepun ), 1ePEKThl Pa3BUTHUS MOUYEK, MYIIOYHBIC, TaXOBbIE IPHIKHU.

VY GonbmrHCTBAa OOJBHBIX C CHHAPOMOM Jiepca-J[aHiio umeercs reMopparu-
YECKHUM IMaTe3, KOTOPBIN MPOSIBISETCS BRIPAXKEHHBIMU «CUHAKAMMW» Ha KOKE, HHOT1a
MeTeXUaJbHON ChIMNBIO, TOJAKOXHBIMU TeéMaTOMaMHU B BUJIE y3J10B, KPOBOTOUYHUBOCTHIO
CIIM3UCTBIX 000JI0YEK, JECHEBBIMH, HOCOBBIMU KPOBOTEUEHHUSIMH, BOZMOXKHBI KPOBO-
XapKaHbsl M JKEJIYyJOYHO-KHUIICYHBbIE KPOBOTECUCHHS. ['eMopparudyeckuii CHHAPOM
00yCJIOBJIEH MCTOHYEHUEM COCYJIMCTON CTEHKH B CBSI3U C HapyIICHUEM CHHTE3a B
Hell kosutareHa. OfHAKO y OTAENbHBIX OOJBHBIX MOXKET HaOJMI0IaThCcsl HapyUIEHUE
arperaru TpomOormros (Nuss, Manco-Jonson,1995)

B 3aBHCHMMOCTH OT KIMHUYECKHX OCOOCHHOCTEH 3a00JIeBaHUs, a TAKXKE YJb-
TPACTPYKTYPHBIX U OMOXUMHUUECKUX Je(HEKTOB KOJIareHa Pas3JIMYaroT CIEAYIOIIUe
THUIIBI CUHApOMa Dnepca-Jlanno:

- Tun | (TspKenplif). DTOT TUIT XapaKTePU3yeTCsl BHIPAKECHHBIMU KIMHUYECKHU-
MU KPOBOUBJIUSHUSAMH, B TOM YHCIIE TEMOPPArNYECKUM CUHAPOMOM, TSKEIBIM TEUe-
HUEM 3a0071eBaHusl, HACJIEIOBAHUEM 10 ayTOCOMHO-IOMUHAHTHOMY TUNy. [Ipu snek-
TPOHHO-MHKPOCKOITMYECKOM HCCIIEOBAHUM COCYIUCTOW CTEHKH OMpENEIIeTCs yBe-
JUYEHHUE TUaMeTpa KOJIJIareHOBbIX BOJOKOH. TouHbIN Onoxumudeckuit nedekt | Tu-
na cuHJapoma Dinepca-JlaHio He BBISIBJIEH.

- Tun |l (cpennerspkensin). Knuanueckas cumnroMmaruka npu |l Tune 3a6ose-
BaHMs aHAJIOTMYHA TAKOBOW Npu Ture |, 0JHAKO, MPOSBISETCA HE TaK 3HAYUTEIIBHO,
Kak npu tune |. MeHee BbIpaK€HbI TAKKE T'€MOPPAru4eCKUil CUHIPOM U THUIIEPMO-
OWJIBHOCTH CYCTaBOB. THIT HacleOBaHUS ayTOCOMHO-JIOMUHAHTHBINA. YJIBTPACTPYK-
TypHbIE€ U3MEHEHUS KOJUIar€HOBBIX BOJIOKOH COCYAUCTON CTEHKH TaKHe K€, Kak npu |
tune. TouHblil OnoXuMUIecKuil 1eeKT He BHISBIICH.

- Tun Il (moOpokauectBennslit). Hacnemyercss ayTOCOMHO-TOMHUHAHTHO.
KoxHble U3MEHEHUs] MUHUMAaJbHbIE, TEMOPPArnYeCKUil AuaTe3 MPaKTUYECKU OTCYT-
cTByeT. XapaKTepHOH OCOOCHHOCTHIO KIMHHYECKOW KapTHUHBI SBJsSETCS pa3doaTaH-
HOCTb CYCTaBOB, Y HEKOTOPBIX OOJIbHBIX PA3BUBAETCS apTPHUT.

- Tun IV (3kXuMO3HBIM). DTOT KIMHUYECKUM THUI 3a00JIeBaHUSI Pa3BUBAETCS
BcaeAcTBUE ToueuHO myTaruu U neneruu COL 3Al rena, pacmonoKeHHOTO Ha JTH-
CTAJIbHOM TIjIede 2-W XpOMOCOMBI. BcCienctBue »3TOM TE€HETUYECKOW aHOMAaJlvH
HaOIr01aeTes MPOXyKIKs mmatojgorudeckoro Il tuma xomrarena, KOTOpbIid B M30BITKE
HaKaIIMBaeTCsl B COCYIUCTON CTEHKE, B YaCTHOCTH, B apTepusax. CocynucTasi CTeHKa
pacciaumBaeTcs, pa3BUBAIOTCS apTEepUaIbHbIE aHEBPU3MBI, KOTOPHIE JIETKO pa3pblBa-
IOTCS, YTO COIMPOBOXKAAETCS KPOBOTCYEHUSMH, YACTO BO3HUKAIOIIUMH CIIOHTaHHO.
Kosa y 00JbHBIX Ype3BbIYaHO TOHKAsI, 00pa3yeT «IanupycHbIe» pyOIlbl, CKBO3b HEE
MPOCBEYMBAET COCYAMUCTAsl CETOUKAa. XapaKTEPHOU KIMHUYECKONW o0coOeHHOCThIO |V
THUIIA SIBJISIFOTCS JIETKO BO3ZHUKAIOUIUE SKXUMO3bI, BO3MOKHBI HOCOBBIE KPOBOTEUEHHSI,
omucaHbl ciiydau nepdopaiuu KUiiok. M3MeHeHus B cycTaBaXx MUHHMAalbHBIE, TH-
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MEePIOABUKHOCTh HAOMIOMACTCS MPEUMYIIECTBEHHO B CYCTaBaX BEPXHHUX KOHEUHO-
CTEH.

- Tun V. HacnenoBanue 3Toro 3abojieBaHusi CIEIJIEHO ¢ X XpoMocomoil. Pa3-
JUYAIOT JIBE KIIMHUYECKUE Pa3HOBUIHOCTU 3TOro Tuna. [lepBriif BapuaHT XapakTepu-
3yeTcsi HU3KOPOCIOCThIO, Pa3BUTHEM MaxOBOM, OEIpPEHHOW WM MYNOYHOU TPBIK,
MPOJIATICOM MUTPAJIBHOTO WM TPUKYCHUJATBLHOTO KJIANaHOB Pa3IMYHON CTETEHU
BBIPAQKEHHOCTH; YPE3MEPHON «pa3z00JITAHHOCTHIO» CycTaBOB. buoxumudeckoi oco-
OEHHOCTHIO ATOr0 BapuaHTa sBIseTcA nepuuuT hepMeHTa au3niaokcuaassl. Bropas
Pa3HOBUAHOCTH V THUIIA XapaKTepU3YeTCsl BHIPAXKEHHOMN PaCTSX)KUMOCTBIO U UCTOHYE-
HUEM KOXH, IOCTATOYHO YaCTO — FreMOPParuuecKuM JAUaTe30M, B TO K€ BpeMsl MaTo-
JIOTUYECKas MOJIBHKHOCTh CYCTaBOB BhIpakeHa ci1abo. buoxumuueckuii nedekt 3Ton
Pa3HOBUAHOCTH TIOKa HE ycTaHOBIICH. [Ipu 37eKTpOHHONW MHKPOCKOIUU BBISIBISCTCS
yBEeJIMUEHUE TuaMeTpa GuOpUILI KoJllareHa.

- Tun VI (rnazHoif). DToT TuUm 3a00J€BaHMS HACIEIYETCS ayTOCOMHO-
perieccuBao. B 1994 r. Heikkinen, Hautata, Kivirikko ycranoBuin reHHble MyTaluu
B 00J1acTH 1-if XpOMOCOMBI U CHIDKCHUE aKTUBHOCTU (PEpMEHTA JTU3WITHIPOKCUIIA3HI.
XapakTepHbIMH KIMHUYECKUMHU ocoOeHHOocTaMu VI Tuma sBisitorest KudoCKoano3s
(pa3BUBaeTCS YK€ B paHHEM JIETCTBE, MHOTIa BCKOPE MOCIIe POXKACHHUS ), Ype3MepHas
TOHKOCTh M PACTSKUMOCTb KOXXH; F€MOPpAarMueckuid auaTe3; MOpaKeHHE OpraHa
3peHus (BHYTPUIIIA3HUYHBIE KPOBOUBIUSHUS, OTCIONKA ceT4aTKku, riaaykoma). [Ipu
AIEKTPOHHOMUKPOCKOIIMYECKOM HCCIIEIOBAHUU TOPAXKEHHOM KOXHM BBISBISIETCS
yMEHbIIIeHHE TuaMeTpa GuOpHILT KoJlareHa.

- Tun V1| Hacnegyercs ayTOCOMHO-PEIIECCUBHO. Y CTAHOBJIEH OMOXUMUYECKU
nedexT, HaOMIMAOITUHCA TIPU ATOM THIE: Ae(PHUIIUT MPOKOJIATeHOBOH aMUHOIIPO-
Teasbl M HapyIlIeHWEe MpeBpallleHus MpoKoJUlareHa B kojutaren. Haubonee xapakrep-
HBIMH KJIMHUYECKUMHU TIPU3HAKAMHU SIBISIOTCS HU3KOPOCIOCTh, BPOXKACHHAS pa300.i-
TAaHHOCTHh CYCTaBOB CO CMEIIIEHHEM CYCTaBHBIX KOCTEH, CPAaBHUTEIHHO Cl1ab0 BhIpa-
KEHHBIE KOXKHbIE UBMEHEHHUS U T€MOPParn4eckKuii CHHAPOM.

- Tun VIl (nepuonoHTHBINA) — HacieayeTrcss ayTOCOMHO-AOMHHAHTHO, YJib-
TPACTPYKTYPHBIH U OMOXMMHYECKUM JTePeKThl Hem3BecTHB. Hamboee spkuM Kiu-
HUYECKUM TPU3HAKOM 3a00JIEBaHUS SIBIISICTCS TSKENBIA MEPUOJOHTUT U OOYCIIOB-
JIEHHOE 3THM paHHee BbinajzieHue 3y0oB. KpoMe Toro, otMeuyaeTcsi 3HaUUTENbHOE HC-
TOHUEHUE U PACTHKUMOCThH KOXKH, JIeTKasi pAHUMOCTD €€, JTOCTaTOYHO YacTO Halto-
JAI0TCSl KOKHBbIE TeMopparuu. [ uneprnojBu>KHOCTh CyCTaBOB BhIpaK€HA YMEPEHHO.

- Tun IX — HacneayeTcss ayTOCOMHO-PEIMCCUBHO, YIbTPACTPYKTYPHBIN U OHO-
XUMHUYEeCKUH AedeKThl He yCTaHOBIEHbI. Hanboree xapakTepHbBIMU TPU3HAKAMH 3a-
OoNeBaHUs SBISAIOTCS YMCTBEHHAS! OTCTAJIIOCTh, BBIPAXKEHHOE MCTOHYCHHUE, PACTSIKH-
MOCTb, PAHUMOCTb KOXH C KOXXHBIMU KPOBOU3JIHUSHUSAMU; TUIIEPMOOUIBHOCTD CyCTa-
BOB; MaxXOBbI€ T'PHDKU. Y OOJBIIMHCTBA OOJIBHBIX C TUIOM |X MMEIOTCS HapylIEeHUS
oOMeHa Meau (HU3KUU YPOBEHb MEJIU U LIEPYJIONIa3MUHA B KPOBH, MOBBIIIEHHOE CO-
Jep>KaHue MEJIU B KJIETKAX).

B Hactosimee BpeMsi onucaH CUHAPOM MeHKeca, KOTOPBIM XapaKTepU3yeTCs
TOHKOCTBIO KOXH, THIONUTMEHTAlUEH, COCYAUCTHIMU aHEBpU3MaMHU (OHU MOTYT
pa3pbIBaThCsl U BBI3BIBATH KOXKHBIE, MOJIKOXKHBIE KPOBOUBJIMUSHUS U KPOBOTECUEHUS
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pa3IMYHON JOKAIN3alliN), IeTeHepaTUBHBIMA N3MEHEHUSIMU HEPBHOW CHCTEMBI, He-
o0bIyHOM (hopmoit Bojoc (OHM TpUOOpPeTaroT neTiieoopasnyo hopmy), HeAOpa3BU-
THeM noadopojka. [IpuunHoil 3TOr0 cUHApOMa SABISETCS MyTauusi B 00JacTH IeHa,
KOJMPYIOLIEr0 CUHTE3 MEAb-TPaHCHOpTUPYIome ATd-a3bl.

B nocnegnue roapl onucan X-Tum cUHIpoma Jiepca-llaHino, KOTopsiii o0y-
cioBiieH JedeKTOM cHuHTe3a (PUOPOHEKTHHA, HO CHEIU(UUHBIC JI1 3TOr0 TUIA MY-
Taluu He OOHAPYKEHBI.

Puc. 46 a.

Hopmansnoe cmpoenue
K0J171a2eH08bIX 60JI0KOH.

dnexmponozpamma.
Oxpacka: ypanunayemam,
yumpam ceunya. Yeenuue-
nue 52000.

Puc. 46 o.

Yeenuuenue ouamempa
K0J11a2¢H08bIX 60/10KOH
Y 601bHBIX CUHOPOMOM
Onepca-/lanno
DnekmpoHoepamma.
Oxpacka: ypanunrayemam,

yumpam ceuHya.
Veenuuenue 12000.

IIpu Bcex TUmax 3a0o0JieBaHUA JIETKO BO3HUKAIOT KOKHBIE T€MOpPpAruu, Jaxe
pu HEOONBIINX TPaBMaX, yIINOaX, MHTEHCUBHBIX 3aHATHIX CIIOPTOM, OCOOCHHO MpH
M30METPUYECKUX YIPAKHEHUAX. Y OCpEeMEHHBIX KEHIHUH, CTPAJAIOUINX CHHIPOMOM

224



Onepca-/lanno, MOryT OBITH TSKEJIbIE MATOYHBIE KPOBOTEUEHHUS B poAax U MOCIEpPO-
JIOBOM TIE€PHUOJIE.

[laTorenernueckoe jedyeHHe 3TOro 3abosneBaHusi He pa3paboraHo. JleueHue
reMOpparuyeckoro CUHAPOMa MPOBOIAUTCS COOTBETCTBEHHO JIEYEHUIO TPOMOOIMTO-
naTui.

CUHIPOM KA3ABAXA-MEPPUTA

bone3np nposiBisieTcss oOLIed MUKPOLMPKYIATOPHOM KPOBOTOUMBOCTHIO Y Jie-
Tel C OJIHOM, Peke — HECKOJIbKUMH OOJBIIUMU aHTHOMaMU Ha KOXKE, a HHOT/Ia U BO
BHYTpPEHHUX opraHaxXx. KpoBOoTOUMBOCTH (KpOBOMBIMSIHUS B KOXKY, KDOBOTEUEHUS U3
CIIM3UCTHIX 000JIOYEK, MEJIEHa, MHOT/1a KPOBOU3JIUSHUS B TOJIOBHOM MO3T) CBsI3aHA B
OCHOBHOM C BbIpakeHHOU TpomOoruroneHueit. Ho ObIBalOT U cepbe3HbIE KOaryJs-
[IMOHHBIC HAPYIICHUS — TUNOPUOPUHOTEHEMUS, TTOBBIIIICHHOE COJIEpKaHUE MPOTYK-
TOB Jerpaaanuu ¢GuOpMHOTeHa B IIIa3Me, BTOpPUYHAs akTUBauus (GUOpPHUHOIM3A.
TpomMOoruToneHus CBsA3aHa ¢ YKOPOUCHHEM IMPOJIOIKUTEITLHOCTH KU3HU KPOBSIHBIX
MJIACTUHOK B KPOBOTOKE M3-3a UX 3aJI€PKKH, arperaiuy U pa3MOKaHUsI B aHTHOME, a
BO3MOKHO, I UMMYHHOTO TIOBpEXJeHHUs. B yaajJeHHbIX TeMaHTHoMax OOHapyXKUBa-
10Tcs Oenble (TpOMOOLMTApHBIE) U KOATYJISIIUOHHBIE TPOMOBI, YTO COJIMIKAET CHH-
npom Kazabaxa — Mepputrta ¢ HHTEHCUBHBIM JIoKanbHBIM JIBC-cuaapomom. Bmecte
C TeM TPOMOHMPOBAHUE COCYJOB B aHTHOME HE BEJIET K UX IMOJHOW 3aKyrnopke (MHaue
ATO MPHUBEIO OBl K CAMOJIMKBUIAIMY TIpoliecca). DTO CBSI3aHO C YPE3BbIYAMHO WHTEH-
CUBHBIM JIOKaJIbHBIM (PUOPUHOIU30M, B CHIIY YEro TpoMOOOOpa3oBaHUE COMPOBOK-
JAeTCsl ¥ YPaBHOBEIIMBAETCS MOCTOSHHBIM PACIaioM TPOMOOB. AHTHOMBI CKJIIOHHBI K
Oomnee WM MEHEe MHTEHCUBHOMY POCTY, HEPEIKO BBI3BIBAIOT JECTPYKIIUIO OKpYKa-
IOIUX TKaHEeH (0COOEHHO B KOCTAX), CIIyKaT UCTOYHUKOM CHJIBHBIX M YIOPHBIX 00-
JIEH.

Jlnarnoctuka He MPEICTaBIsAeT OCOOBIX CIOKHOCTEH MPHU BUIUMBIX aHTHOMAX,
HO OYEHb CIJI0’)KHA MPH JIOKAIM3ALHUH OMYXOJIM BO BHYTPEHHUX OpraHax (4Jaume B Ie-
YeHH) WU KOCTSAX. B MomoOHBIX ciydasix OOBIYHO CTABHUTCS OIIMOOYHBIM TUArHO3
UauonaTuyecko tpomoOoruToneHnu. CoueTaHre MECTHOTO JECTPYKTUBHOTO MpO-
necca (3adactyio B 06051eBoil (hopme) ¢ BhIpaKEHHON TPOMOOIMTOTNICHUEH, HapyIIIe-
HUSIMA CBEPTHIBAEMOCTH KPOBU U CHUCTEMHOM KPOBOTOYMBOCTBIO MOMOTAKOT ITOCTA-
BUTH MPAaBUIbHBIA AUArHo3. Hepeako BO3ZHMKAIOT MHOXKECTBEHHBIE AaHTMOMBI Ha KO-
€, BO BHYTPEHHHUX OPraHax U KOCTSX.

Jleyenue. I eMaHTHOMBI CIIEAYET YIAIATh, €CJIU 3TO BO3MOXHO. [Ipu HEBbITIOII-
HUMOCTHU TaKOW OMepaluu U MHOKECTBEHHOM aHTMOMATO3€ MPUOETaloT K PEHTI€HO—
nnu y-repanuu. MIHOrqa KpoOBOTOYMBOCTh YMEHBIIAETCS NOCJE YAAIEHUS CEIE3€HKU
U JICYEHUS TIIIOKOKOPTUKOMIAMHU, K KOTOPHIM MPUOErarT npu omuOOYHON JuarHo-
ctuke 6one3nu Bepnbroda (Kysuuk b.U., Ctypos B.I'., Makcumosa O.I'., 2012).
[Tonygaemplii mpu 3TOM 3(DHEKT CBA3BIBAETCS, C OJHOM CTOPOHBI, C TEMOCTATHYECKUM
JNEUCTBUEM TIIOKOKOPTUKOUIOB, @ C IPYrOM — C TEM, UTO MOCJIE YAAIEHUS CEIC3EHKU
KOJIMYECTBO TPOMOOIMTOB B IUPKYIsAMU yBenuuuBaeTcsa Ha 20-30%. JlydyeBoe ne-
YEHHE HAMHOTO YMEHBIIAET OMYXOJIb W YJIY4IlaeT T€MOCTa3, HO HE MPHU BCEX BUAAX
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aHTroM ObIBaeT 3P GeKTHBHBIM. 3BECTHBI CiTydau, KOT/a W3-3a TSHKEIOTO TCUCHUS
0one3Hn U HEIPGDEKTUBHOCTH JIYYEBOH Tepanuy MPUXOAWIOCH aMITyTHUPOBATh KO-
HEYHOCTh, HA KOTOPOH pacrmojaraiack aHruoma . JlygeByro Teparuio 9acTo COYETaloT
C Ha3HAYCHHEM TIIFOKOKOPTHUKOUIAOB B CpPeIHHX J03aX. OTKIaAbIBATh OTICPAINIO HITH
JYYEBYIO TEPAIMIO B CBS3U C BPEMEHHBIM 3()DPEKTOM TOpPMOHAIBHOW TEpamuu HE
CJIEIyeT, MOCKOJIbKY 3a00JI€BaHNe, B TOM YHCJIE U TEMOPPArudecKuil CHHAPOM, TEYECT
BOJTHOOOPA3HO U B JIIOOOH MOMEHT MOXET JaTh TSIXKEIble OCIOKHEHUS (OOUIIbHBIC
KPOBOTCUCHHUS, KPOBOU3IUSHUS B TOJIOBHOW MO3T). [locineaHee BpemMst IPOBOASAT Jie-
yenne uaTepdepoHom anbda (B mo3e 106 EJI/M° Tpu pasa B eHb, HOAKOXKHO), KOTO-
PBIii HHTHOUPYET TPOUdepaInuio SHI0TSIHOIUTOB, KJICTOK TJIaKOH MYCKYJIATyphl U
auruorenes (Kysnuk b.U., Ctypos B.I'., Makcumosa O.I"., 2012).
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I'JTABA X.
ATPOOPUYECKHUE U UMMHUTAIINMOHHBIE
OOPMbI 'TEMOPPATUYECKOI'O CHHAPOMA

Heoocmamounocmoy éumamuna C (ckopoym). BoipaxxeHHble QOpMbI B HaIlU
JTHU KpailHe PEJIKW W Yallle BCEeTO CBSI3aHbl C IMOMaJaHUeM JIIoJeH B dKCTpEeMabHbIE
yCJIOBHS, TJI¢ HET BO3MOXXHOCTH OOECIEYUTh HOPMaJbHOE MUTAHHE, B TOM YHUCIIE
MUIIEBBIMU NPOAYKTaMHU, coiepkamumu Butamud C. TeM He MEHee ¢ TUIOBUTaM H-
HO30M C MPUXOAUTCS WHOT/A CTAJIKUBATHCS MPU HEMPABUIBHOM BCKapMJIMBaHUU
TPYJHBIX JeTe (0COOEHHO B CTpaHax, I'JI€ HE U3KUTO T'0JIOJJAHUE, PACIIPOCTPAHECHBI
KUILIEUHbIE 3a00JIeBaHUsI M aTUMEHTapHAasi JUCTPOdusi), a TaKKe MPU MUCTOIIAOITUX
OHKOJIOTMUECKHUX U CepJECYHO-COCY/IUCTHIX 3a00JIE€BaHUAX, CTAPUECKOM CIIA00YyMUHU C
aHopekcueu u 1.1. CleayeT y4yuThIBaTh, 4TO, TOMUMO MHUKPOCOCY/IOB, IIPHU THIIOBU-
taMuHO3€ C CYIIeCTBEHHO HApyYIIAeTCs U arperaiuonHas QyHKIIUs TpPOMOOITUTOB.

Knunuueckasn kapmuna. llpuBsizaHHbIE K BOJIOCSHBIM JIYKOBUIIAM ME€TEXUAJIbHBIC
reMopparuy B 00JIaCTH TOJIEHEeH M HUKHEW TMOJIOBUHBI TYJIOBHUIIA, CUHSIYKOBHIE BHI-
CBITIAHUS, PHIXJIOCTh U KPOBOTOUMBOCTH JIECEH, B PEAKHUX CIIydasXx — KeIyJI04YHO-
KHILIEYHBIE U TTIOYEUHbIE TEMOPPATHUH.

Jleuenue. BBeneHue nmapeHTepaibHO U BHYTPh ACKOPOMHOBOM KUCIIOTHI B IOCTA-
TOYHO O0NbIIKX J03aX (A0 1 T B IeHb U OoJiee), MOJTHOLIEHHOE TUTaHue.

Cmapueckaa nypnypa pa3BuBaercs y mojeut crtapuie 70-75 ner u 3HaUuTENbHO
ydamaercss mocie 80 JeT BCIENCTBHE HCTOHYEHUS KOXH, MNPOrPECCUPYIOLIETO
YMEHBIIECHHS B HEW U B CTEHKaX MUKPOCOCY/JIOB KOJIJIareHa, 4To JeJaeT KPOBEHOCHbIE
cocyzbl JOMKUMU. BpeMs KpoBOTEUEeHHS M3 MPOKOJIOB HE YBEIWYUBACTCA, (DYHKIIHS
TPOMOOIIUTOB OCTA€TCS HOPMalbHON. BeHemyHKIMs BeNeT K MOSBICHUIO CHUHSKOB.
[Typmypa mposiBiIsieTCsl Y4€TKO OYEPUECHHBIMU OOITUPHBIMU C HEPOBHBIMH KpasiMH CH-
HSIKAMU U TEMHBIMH MUTMEHTHBIMU MATHAMU HA OTKPBITBIX YAaCTAX TeJla — ThUIE KH-
CTeHl M Tpenrieynii, MeHee KPYIMHbIMH — B 00JIaCcTH JIHIIA, IIeH, 3aThiaka. Hepeako
HaOJII0/1aeTCsl MOSBICHUE TEMHBIX IISATCH Ha ry0axX M CIM3UCTOW 000JIOYKE POTOBOM
nosnoctu. Koxka ncToHYEHa, MPOCBEUMUBAIOTCS BEHBI M CyXOXuius. JIoMKocTh cocy-
JIOB CBSI3aHA TaK)Ke€ C M30BITOUYHBIM OTJIOKEHHUEM B MX CTEHKAX KaJbIUs, IepeMele-
HUEM TIOCIIEIHETO W3 KOCTEW BCIEICTBUE CTapyecKoro octeomnopos3a. [lo Hamum
HAOJFOICHUSM, MEXIY CTEIEHBIO BBHIPAKEHHOCTH CTAPUYECKOT0 OCTEOIopo3a W Myp-
Mypbl UIMEETCS TECHAsI MPsIMasi CBS3b.

Cmepouonasa nypnypa. 1Ipyu 1nuTeIbHOM JICUEHUH TTIOKOKOPTUKOMJIAMU BO3-
HUKAIOT CXOJHBIE CO CTapueCKOM MypHypod M3MEHEHHUs B KOXXE M CTEHKaX KpOBe-
HOCHBIX cOCyn0B. OOYCIOBJIEHO 3TO T€M, YTO TOPMOHBI KOPbI HAANOYEYHUKOB IMO-
JABISAIOT miposudepanuio GuOpodIacTOB U CHIXKAIOT CHHTE3 KOJJIareHa U MYKOIIO-
nucaxapuaos. [Ipu cungpome Uuenko-Kyinnra, a Hepeako u 6e3 Hero B pe3yJibTaTe
JUTUTEIbHOM TOPMOHAJIBHOW TEpanmuyd OTMEYAEeTCs PAa3BUTHUE AHTMAIKTA30B B BUJIC
CTpHii, JIETKOE MOSIBJICHUE TIETEXUN U CUHSIKOB, OCOOCHHO B MECTaX TPEHUS OJCXKIbI,
MOAKOXHBIX MHbEKIUN U T.4. [Ipu ganeko 3amenmux ¢popmax 3ad00JeBaHUsI ITH 5B-
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JICHUS CTAHOBSITCS HEOOPATUMBIMU M HE MPOXOJAT IMOCJE MPEeKpalleHUs JIeYeHUs
[JIIOKOKOPTUKOUIaMHU.

Cunopom Mwnxzayzena — CUMYJISITABHOE PACCTPOIMCTBO, IPU KOTOPOM UEJIO-
BEK CUMYJUPYET, MPEYBEIMUYUBACT UM UCKYCCTBEHHO BBI3BIBACT y CEOSI CUMIITOMBI
00J1e3HU, YTOOBI MOJBEPTHYTHCSA MEAUIIMHCKOMY OOCJIeIOBAHUIO, JICYCHUIO, TOCTIH-
Tadu3ali, XUPYPrudyeCKOMY BMEIIATEILCTBY U T. M. [IpUYMHBI TaKOrO CUMYJISITUB-
HOT'O MOBEJACHUS MOJHOCTHIO HE U3y4eHbl. OOIIEnpPUHATOE 00bSICHEHUE TPUYUH CHUH-
npoma MIoHXTay3eHa TJacUT, YTO CUMYISIUS OOJE3HH MO3BOJSET JIOASIM C ATUM
CUHJPOMOM IIOJyYWUTh BHHMAaHUE, 3a00Ty, CUMIIATHIO U TCUXOJOTUYECKYIO TOJI-
JEPKKY, TOTPEOHOCTh B KOTOPHIX Yy HUX (PpycTpupOBaHa.

[TanimenTel ¢ cuHApoMoM MIOHXray3eHa, Kak MpaBUJIO, OTPHUIIAIOT HCKYC-
CTBEHHYIO MIPUPOJIy CBOUX CUMITOMOB, JaXe €CIU UM MPEAbSBISIOT 10Ka3aTeIbCTBA
cuMyJsiiiud. OOBIYHO OHU UMEIOT JUTUTENIbHYI0 UCTOPUIO TOCTIUTAIM3AIUNA U3-3a CH-
MYJIUPOBaHHBIX CUMITOMOB. He mosyuast o)xujaeMoro BHUMaHHsI K CBOMM CHUMIITO-
MaM, OOJIbHBIC ¢ CHHJIPOMOM MIOHXTay3eHa 4acTO CTAHOBSTCS B3JOPHBIMHU M arpec-
CUBHBIMU. B cilyuae oTkasza B JICUCHUHM OJIHMM CHEIUATUCTOM OOJIbHOW 0oOparaercs
K Apyromy. Yaie Bcero 00ibHBIE ¢ CHHIAPOMOM MIOHrXay3eHa CUMYJIUPYIOT CIeY-
IOIE€ CUMIITOMBI: KOHBYJILCHUH, KPOBOTCUCHHUS, BhI3BAHHBIC NMPUEMOM aHTUKOATY-
JSIHTOB, PBOTA U JUapesl.

Ha3Banne BocXxoauT K UMEHHU pycckoro kapayiepuiickoro oduiiepa XVIII Beka
HEMEIKOTO TPOUCXOXJeHUss OapoHa GoH MroHxray3eHa, KOTOPBIM MPOCIaBUIICS
(aHTaCTUYECKMMHU paccKa3zaMu O CBOUX MpuKItoueHusax. Tepmud «CunapoM MroHX-
ray3eHa» (anri. Minchausen syndrome) mpemnoxen Pudapmom AriepoM, BriepBbIe
onucaBuM B 1951 roay noBeaeHue NaMeHToOB, CKIOHHBIX BbIIYMBIBATh UJIH BbI3bI-
BaTh y ceOsi Ooyne3HeHHbIe CUMITOMBI. [lepBOHavanbHO 3TO HAa3BaHHE UCIOJB30Ba-
J0Ch 11t 0003HAUCHHUS BCEX MOJAOOHBIX paccTpoicTB. CerogHs 3TOT TEPMUH IIPUMeE-
HSIOT B CJIydasX KpaliHeW W JIUTEIbHON (POpMBI CUMYIISITHBHOTO PAaCCTPOMCTBA, MPHU
KOTOPO# CUMYJISiis 00JIE3HU 3aHUMAET IEHTPAIIbHOE MECTO B )KM3HU YEJIOBEKA.

B GonbmmHCTBE CityyaeB OOJbHBIE ¢ CUHAPOMOM MIOHXTay3eHa C LETbI0 UM-
MUTAIMd TEeMOpparuii HaHOCAT cebe pa3zHooOpasHble (U3HUECKHE BO3ACHCTBUS
(Zahner J., Schneider W., 1994). Ho onucanbl ciydan mpreMa TaKUMH TAIUCHTAMH,
KaK opajbHbIX aHTaronucToB ButamuHa K (Petersen D., Barthels M., 1995), Tak u
KPBICHHBIX 0B coJepkaliux antaronuctsl Butamuaa K (Stanziale S.F., Christopher
J.C., Fisher R.B., 1997; Moery S., Pontious J.M., 2009) ¢ 1ueiapi0 CUMMYJISIANA Te€-
MOPpPAruyecKoro CUHIPOMa.

[Ton denezuposannvim cunopomom Mwnxzayzena (anrn. Fabricated and In-
duced Illness wiim Munchausen Syndrome by Proxy, MSBP) monumaroT Takoii Buj
CUMYJISITUBHOTO PACCTPOMCTBA, MIPU KOTOPOM POAUTENH WUIIU JIUIA, 3aMEIAI0IINe UX
HaMEpPEHHO BBI3BIBAIOT y PEOEHKA WM YSA3BUMOTO B3pOCJIOrO 4eloBeKa (MHBAIIUIA,
HarpuMep) OO0JIE3HEHHbIE COCTOSIHUSI WM BBIIYMBIBAIOT UX, YTOOBI OOpaTUTHCS 3a
MEIUIMHCKON TMOMOIIbIO. Takue MOeUCTBUS COBEPIIAIOT IMOYTH HCKIKOYUTEIBHO
KEHIIMHBI, B MOJABISAIONIEM OOJIBIIMHCTBE CIIy4aeB — POJHBIE MAaTEPH WUJIU CYNPYTH.
[Tpu 5TOM nuila, cuMynupyomnme 0ose3Hu pedEHka, caMyu MOTYT MPOSIBIATH MOBE/IE-
HUE€ TUMHUYHOE JJIsl cuHJIpoMma Mronxraysena. Jluiia, crpajgaroiiye aejierupoOBaHHBIM
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CUHAPOMOM MIOHXray3eHa, MOI'yT UCIIOJIb30BaTh CaMbl€ Pa3IMYHbIE METObI, YTOOBI
CIPOBOLMPOBATH MOSIBICHUE y peOEHKA WM YSI3BUMOIO B3pociioro 6ose3Hu. Booo-
paxxaeMasi WIH BbI3bIBaeMasi 00JIE3Hb MOKET MPUHUMATh MPAKTUYECKU T100YI0 dop-
My, HO HauOoJiee paclpOCTPAHEHHBIMU CHMIITOMaMHU SIBISIIOTCS: KPOBOTEUYEHUS,
MpUNaaKy, AUapes, pBOTa, OTPABIEHUS, UHPEKIHH, YAYLIbE, TUXOPaaKa, aNIEPrUl U
CHUHJPOM BHE3AITHOU IETCKOM CMEPTH.

HckyccTBEHHO BbI3bIBa€Mble y JeTell 00N€3HU OYeHb IUIOXO0 MOJAJAI0TCS Jeue-
HUIO, IO3TOMY JIETH, CTPAJAIOUINE OT TAKMX PACCTPOUCTB, MOJBEPraloTCs OOIbIIOMY
YHUCIIy HEHYXHBIX MEAUIMHCKUX TMPOLEAYP, HEKOTOPbIE M3 KOTOPBIX MOI'YT OBITh
BpeaHbl. MickyccTBeHHbIE 3a00J1€BaHNsS 1 MHOTOKpPAaTHOE JIEYeHHEe HETaTUBHO CKa3bl-
BAETCsl Ha MCUXUYECKOM Pa3BUTUU U 3/10poBbe nered. Kpome Toro, aeictBus, mnpu
MOMOIIY KOTOPBIX CO3/IaI0TCSI CUMITOMBI OOJI€3HU, MOTYT HAHOCUThH HETOIMPaBUMBbIN
Bpe/1 3I0pOBbI0 PeOEHKA U MPEACTABISATh ONACHOCTD JJIs €ro KU3HU. OMNHCaHbl CIy-
yan K-3aBUCUMBIX KOaryjnomnaTHil y JeTedl BbI3BaHHbIE MHIYLIUPOBAHHbBIE UX MCHUXH-
YeCKH He 3I0pOBbIMH pojicTBeHHUKamu (Babcock J., et al., 1993)
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T'JIABA XI. PEKOMBUHAHTHBIN AKTUBHUPO-

BAHHBIU ®AKTOP VII — YHUBEPCAJIBHBIN

NPEIAPAT JJISI JEYEHUSI KPOBOTEUEHUN
PA3JIMUHOU STHUOJIOTUHA

[locnennee necsTuieTue pPeKOMOMHAHTHBIA aKTUBUpPOBaHHBIN (aktop VII
(rFVIIa) namen mupokoe MpPUMEHEHHE BO MHOTHUX OTPACIAX MEAUIIUHBI C IEIbIO
OCTaHOBKHM KpOBOTE€UeHUU paznuuHor stuosioruu. dakxrop rVlla 6w paspabdboran
JUTSL JICUeHUST OOJIbHBIX TeMO(UINEel, Y KOTOPBIX BOZHUKAIW UHTUOUTOPHI (PaKTOPOB
VIl wnu IX. BriepBoie 3T0T npenapat O6bu1 cuHTe3upoBan ¢upmoit Hoso Hopauck
(Janus) u monyuun HazBanue snrakor anbda (HoBoCesen). OqHako BMOCIEICTBUU
€ro CTaJii MIMPOKO MCIIOIH30BATh IS JICUSHHS APYTUX KPOBOTECUCHUM, HE CBA3AHHBIX
¢ remodunuend. DPHEeKTUBHOCTL TeMocTaTHYeckoro aeictus rFVIla npu kposoTe-
YEHUSAX PA3IMYHOIO TeHE3a IMO3BOJIMIIA UCIIOIB30BaTh €r0 KaK YHUBEPCATBHBIN TeMO-
CTaTUYECKUI TIpernapar.

3HaunTtenbHas A(QPEKTUBHOCTH JAHHOTO Mpernapara 00yclOBJIeHa BaKHOW Po-
awto paktopa VII B cucreme remoctasa. B pusnonornueckux ycnosusax daxkrop Vlla
OJIHMM W3 TIEPBHIX 3amyckaeT MexaHusMm remoctaza (Roberts H.R., et al., 1998;
Hoffman M., Monroe D.M., 2001). IloBpexaeHHEe CTEHKH COCyAa CIOCOOCTBYET
cekpenuu B KpoBb TKaHeBOro (akropa (Td), kotopslii cBs3bIBaeTcs ¢ (pakTopom
Vlla ¢ o6pa3oBannem aktuBHOro komruiekca Td:VIla, koTopslii B CBOIO odepe.b
tpanchopmupyeT dakTop X B akTuBHYIO hopmy Xa. Kommieke Td:VIla Bcerna cps-
3aH C MOBEPXHOCTHIO KIETOK, T.K. Td sBIgeTCS MHTErpajbHBIM MeMOpaHHBIM Oell-
koM. Paktop Xa, ocTaBasCh Ha MOBEPXHOCTU CYOIHIOTEIHAIBHBIX KIETOK, BMECTE
co cBouM Kodakropom — dakTtopoM Va obpasyer nporpomoOuHazy. [Iporpombunaza
pacuierisieT mpoTpoMOUH, B pe3yibTaTe dyero oopasyercs TpomMOuH. B dusmnonoru-
YECKUX YCIOBHSAX Moja Bo3zaeicTBueM komiuiekca Td:VIla obGpasyercs odeHb He-
0OJBIIIOE KOJIMYECTBO TPOMOMHA, KOTOpOE HE crocoOHO TpaHchopmupoBatsh Gpubdpu-
HOTEH B JJOCTAaTOYHOE JJII OCTAHOBKH KPOBOTEUYEHHS KOoJIW4ecTBO pudpuHa. OmHAKO
ATO MaJIO€ KOJWYECTBO TPOMOMHA CYIIECTBEHHO ISl TTOCIIEAYIONIeH akTuBauu (hak-
topoB cBepteiBanus V, VIII, X, XI u tpomGonmroB. Ha moBepxHOCTH aKTHBUPO-
BaHHBIX TPOMOOIMTOB pPa3BUBAETCS MOIIHAs akTUBauus pakrtopa X, KoTopas U Npu-
BOJUT K 0Opa30BaHUIO OOJBIINX KOJTUYECTB TPOMOWHA, CITOCOOCTBYIOIIUX IpEBpa-
meHnto pudpuHoreHa B GUOPHH B 30HE MOBPEKACHUS. B oTimumne oT ycnoBuii akTH-
Banuu (akTopa X Ha KIeTKax, Hecymux Td, Ha TPOMOOIIUTAX ATOT MPOIIECC BHI3HI-
BAET TEHA3HBIM KOMIUIEKC, KOTOPbIA COCTOUT M3 akTUBHBIX popMm (dakTopoB VIII u
IX. OnHOBpeMEHHO aKTUBUpPYETCS MHruoOuTOop (GuUOpUHONIM3Aa — TPOMOUH-
aKTUBUPYEMbId MHrUOWTOP (GuOpuHONM3a (tissue factor pathway inhibitor, TAFI),
3aIUIIAIUN PUOPHUHOBBIM CTYCTOK OT JIM3HCA TJIA3MUHOM.

DKCNEepUMEHTAIIbHBIM TyTeM ObLIO yCTaHOBIIeHO, uTo aoOasienue rFVIla B
no3e ot 50 1o 150 HM K aKTUBUPOBAHHBIM TPOMOOIUTAM B MPUCYTCTBUU (PakTopa X
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crocoOCTBOBAJIO yCUJIEHUIO oOpa3zoBaHus (pakropa Xa u 00pa30BaHUIO JOCTATOUYHO-
ro KoJu4ecTBa TpoMOMHa BHE 3aBUCUMOCTH OT Hanuuug T® u ¢pakropos VI u IX
(Hoffman M., Monroe D.M., 2001; Frank W., 2003). /loka3aHO, 9TO KOJHUYECTBO
(dakropa Xa HanmpsIMyro 3aBUCUT OT KojudecTBa gobasinenHoro rFVlla. I[Ipu BBene-
HUU U30BITOYHOTO KosnuecTtBa FVIla GonbHOMY, OH TMPOAOIKAET AKTUBUPOBATH
¢dakrop X B T€UeHHE BCEro BPEMEHM CYUIECTBOBAaHHUS B OpraHU3Me, U Bechb 00pasy-
IOLUICS pU 3TOM (hakTOp Xa BKIIOYAETCS B MPOTPOMOMHOBBIN KoMmIuieke. CaenaHo
3aKJIIOYEHHE O TOM, UTO BbICOKHE ypoBHU IFVIla MoryTr BepHyTh renepanuio TpoM-
OMHA MPAaKTUYECKU K HOPME TMPHU YCIOBUMU COXPAHHOCTU (hakTopa X Ha MOBEPXHOCTH
TpombOoIuTOB, naxe B otcyrctBue (dakropoB VIII u IX (Hedner U., Erhardtsen E.,
2002).

®daxkrop rFVIla aeiictByet TOJIBKO B MECTE€ MOBPEXKACHUS COCYIUCTON CTCHKH
U HE BBI3BIBACT CUCTEMHON aKTUBAIIMH MPOIIECCOB KOATyJISIINH.

[Tpu remodunuu A u B B mnazme cofep>KUTCS HOPMaJbHOE KOJIUYECTBO (pak-
topa VIl u o6pazoBanue manoro 6a3ucHOroO KOJIWYECTBA TPOMOMHA Ha MOBEPXHOCTHU
kieTok Hecymux Td, ne HapymeHno. Ho y 3Tux GOJIbHBIX BCIEACTBUE CHUKEHUS CO-
nepxxanusi B kpoBu (akropa VI (remodpunus A) unu IX (remodunus B), HeoOxo-
JUMBIX JUISI aKTUBAIMK (akTopa X Ha MOBEPXHOCTH aKTUBUPOBAHHBIX TPOMOOIIUTOB,
o0pa3oBaHHE TeMOCTATHYECKH 3HAYUMOTO KOJMYEeCTBAa TPOMOMHA 3HAYUTENIHHO 3a-
MEJJIEHO, a, CIIeIOBATENIbHO, 3aMeJIEH Mpoliece MpeBpaleHus: pudpuHoreHa B ¢puo-
PUH U CHMKEHA YCTOWYMBOCTH (PUOPUHOBOTO CTYCTKAa K (PUOPUHOIUTHYECKOMY BO3-
neicTBuio. Bece 3TO crmocoOCTBYeT pa3BUTHIO KPOBOTEUEHUN y JAAaHHOW KaTErOpUU
oonbHbIX. [Ipyn mHTrHOUTOpHON (GopMe TeMODMINH WHTUOUTOPHl HETPAIM3YIOT aK-
TuBHOCTH (hakTopoB VIII umu X, cooTBETCTBEHHO CHMIKaeTcss 0Opa3oBaHHUE JOCTa-
TOYHOT'O KOJIMYECTBA TPOMOMHA, CIIOCOOCTBYIOIIETO IMpeBpalieHno GuOpuHOreHa B
¢bubpuH, U yCTOHINBOCTh (PUOPHUHOBOTO CT'YCTKA K JU3HCY TutazMuHOM. Daktop rVI-
la yBenmnumBaeT reHepanuio TpOMOMHA Ha TPOMOOIIMTAX BHE 3aBUCUMOCTH OT HaJH-
gust ¢aktopoB VI umu X, yem oOGycnopieHa ero Beicokast 3¢ HEKTUBHOCTH TIPH Te-
MOGUINH, B TOM YHCIIe U €¢ UHTHOUTOpHOHU (hopme, Korja JiedeHUEe OOBIYHBIMU J10-
3amu aedunutHoro ¢axropa HeBosmoxkHo (ITamasa JIII., 2005; Butenas S., et al.,
2002; Hedner U., Erhardtsen E., 2002). 3¢ddextuBro ucnonssyercs rFVIla ¢ nenpio
reMocrasa y TMalMeHTOB C WHTHOUTOPHOU (opmoil reModuiauu mpu MPOBEACHUU
OTIEPAaTUBHBIX BMENIATEIBCTB, B TOM YHCIIC OPTOMEAMYECKUX PEKOHCTPYKTHUBHO-
BocctaHoBUTeNbHBIX onepauuid (ILtrony O.I1., u coast., 2004).

[Tpu Bcex Bunax martojgoruu TpomoounToB BBeAeHue rFVIla cnocobcTByer Ky-
MMUPOBAHUIO M TPEIOTBpAIICHHUIO Tskelbix kpoBoTeueHnui (Gertziafas G.T., et al,
2002; Monroe D.M., et al, 2000; Sacioglu Z., et al., 2005). BBeneHHbIi MaIUEHTY C
TpoMOoTMTONIeHne uinu TpomboruTonarueit paxrop rvVlla obecrneunBaer K0MOIHA-
TEJbHBIA CUHTE3 TPOMOMHA Ha KJeTKaX, Hecymux Td, 3a cYET yBEIMUYCHHS KOJIHYE-
ctBa akTuBHBIX KomIuiekcoB Td:Vlla (Ilamasu JL.IL., 2005). TpoMOuH ycunuBaeT ak-
THUBAIMIO TPOMOOIIUTOB, KOMIIEHCUPYS X HEIOCTATOYHOE YYaCTHE B aKTHBAIIUU Te-
MocTaTu4YecKux peakuuil. B npucyrctBun Beicokux ao03 rFVIla, kpome toro, ycunu-
BaeTCs reHepanusi TpOMOMHA Ha TPOMOOLIMTAaX 3a CUET CBSI3bIBAHUS OOJIBIIOTO YUCIa
mosekyn (akropa X (I[Tamasu JIIT., 2004). OgHako npu ayTOMMMYHHOW TPOMOOIIH-
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TOTICHUYECKOW MypIype MaHHBIM mpemnapaT HCHOJB3YETCS TOJIBKO KaK CpEeJCTBO
«OKCTPEHHOHN MOMOIIN», MOCKOJIBKY OH HE OKa3bIBAE€T HETOCPEICTBEHHOTO BIUSHUS
Ha koJmuecTBo TpombouuToB (bapkaran 3.C., 2005).

Pesynpratsl npumenenus rFVIla no3sonnnu caenars 3aKJI0YEHUE O TOM, YTO
JAHHBIN TIpenapar, o0Jiajasi BBIPAKEHHBIM T'eMOCTaTHYECKUM 3(P(HEKTOM, sSBISETCS
BOXHBIM (PAKTOPOM IMPU KYMUPOBAHUKM MACCHBHOIO aKYIIEPCKOIO KPOBOTEUYCHUSI.
[Ipyu BO3HMKHOBEHHMH aKYyIIEPCKOTO KPOBOTEUEHUS, YTPOKAIOIIETO KU3HU MaIllUeHT-
KM, HEOOXOJIUMO Ha 3Talle €ro KOHCEPBATHUBHOTO JICUCHUSI HAPSY C MHTCHCUBHOU U
nH(py31MOHHO-TpaHC(Py3MOHHOM Tepanueil Hauath BBeAeHue rFVIla B noze 90 — 120
mr/kr maccel Tema (Moscardo F., et al., 2001; Sacioglu Z., et al., 2005). Hcnomns30-
BAHME YKa3aHHBIX J03 Mpernapara, ero CBOEBPEMEHHOE BBEJICHUE 3HAYUTEIBHO CHU-
KAIOT YaCTOTY U TSIKECTh aKyIIEPCKUX KPOBOTCUCHUH, MO3BOJISISL Peaii30BaTh Opra-
HOCOXPAHSIOIIYI0 TaKTUKYy M COXPaHATh PENPOAYKTHUBHYIO (PYHKIIMIO >KCHIIUHBI
(Moscardo F., et al.,, 2001; Sacioglu Z., et al., 2005). OgHokpaTHOEe MPUMEHEHHE
rFVIla B yka3zaHHBIX TO3UPOBKAX HE BCErJa MPUBOJUT K OKOHYATEIIBHOM OCTAHOBKE
KPOBOTEUECHUS, YTO TPEOYET MOBTOPHBIX €r0 BBEICHUI Uepe3 ONpeeiCHHbIC UHTEP-
Basbl Bpemenu [Tapacosa B.C., 2010). [lis npeaoTBpalieHus pa3BUTHS MOJIHOPTraH-
HOM HEJIOCTATOYHOCTH M JICTAIBHBIX UCXOA0B Ha (JOHE MACCHUBHBIX aKyIIEPCKUX KPO-
BOTeUYCHU HeoOxoauMo Oosee panHee npuMmeHenue rEVila, uTto mo3BosseT nucnomnb-
30BaTh MeHbIHe 10361 npenapara (Frank W., 2003). Ilpumenenue rFVIla mns neue-
HUSI MATOYHOT'O KPOBOTEUEHHUS Y IEBOYEK B MyOEPTATHOM MEPHOJIE TO3BOJIUIO MOBBI-
cuTh 3P PEeKTUBHOCTH MPUMEHEHUS KOHCEPBATUBHONW KOMILJIEKCHOW Tepanuu U u3oe-
aTh BbICKaOIMBaHUA chau3ucTo mojoctu matku (bmunoBa E.A., u coast., 2010).
Oco6enno BaxHo npuMmeHeHne rFVIIa npu MaTogHbIX KPOBOTCUCHHAX Y TMAIIMEHTOK
C Pa3IUYHBIMU BPOXKICHHBIMU U MIPUOOPETEHHBIMHU T€MOPPArnyeCcKUMH 3a00JIeBaHU-
svmu (Yepuyxa E.A., u coast, 2007; Jimftnez-Yuste V., et al., 2000; Hunault M.,
Bauer K.A., 2000).

KpoBoTeuenue aBisieTcsi OTHUM U3 HAaMOOJIEe YaCThIX U OMACHBIX OCJIOKHECHHIM
IIPU PA3JIMYHBIX XUPYPrUYECKUX BMEIIATEIbCTBAX. PUCK BO3HUKHOBEHHSI MACCUBHOM
reMOpPpAaruu Mpu CI0KHBIX ONEpalUsAX 3aBUCHUT OT €€ BUAa U JJIMTEIbHOCTH, CTEIICHH
TUTIOTEPMUU W TEMOJUIIONHNH, KOTOpas CIOCOOCTBYET Pa3BEACHHIO IUIA3MEHHBIX
(bakTOpOB CBEPTHIBAHMSI, @ TAKKE OT HAPYIIECHUS TPOMOOIIUTAPHOTO 3BEHA TeMOCTa3a
U akTuBanuu GubdpuHOIM3a. B TO BpeMs Kak XUpyprudecKkoe KpOBOTEYEHUE B OOIIb-
IIMHCTBE CIYy4aeB MOXKET ObITh KOHTPOJUPYEMO XUPYpProM, JIEYEHUE KOaryJonaru-
YECKOro KpOBOTEUEHMSI BEChbMa 3aTPYJHEHO, a MHOT/Ia U HEBO3MOXXHO. BBenenue
3G ()EKTUBHOTO TEMOCTATUYECKOTO areHTa, KOTOPhIN JAEHUCTBYET TOIBKO B MECTE IO-
BPEXKJEHUS COCYAUCTON CTEHKU W HE BBI3BIBAET CHCTEMHOMN aKTUBALMU MPOIIECCOB
KOAaryJisiiiuy, MO3BOJISIET YIYUYIIUTh KOHTPOJIb T€MOCTa3a U YMEHBIIUTh CMEPTHOCTD
oT pedpakrepHblx K Tepanuu KpoBoteueHuil (bapkaran 3.C., u coast., 2005;
Friederich P.W., et al., 2003; Kenet G., et al., 1999). [Ipumenenue npenapara GpaxTo-
pa rVIla mo3BOJWJIO 3HAYUTEIBHO CHU3UTh PUCK PA3BUTHUS TSKEIBIX KPOBOTCUCHUN
MIpU MPOBEACHUU OOJBIINX ONEpAlNii, B TOM YUCIE U Y OHKOJIOTUYECKUX U KapaAuo-
xupyprudeckux OonbHbIX (Bapkaran 3.C., u coast., 2005; ITmromr O.I1., u coasr.,
2003; Citak F.E., et al.; 2005). B nayuHoii muTepaType HOSBIAETCS BCe OOJBIIE CO-
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oO1ieHnii 00 yCMemHOM UCIOJIb30BaHUU TpernapaTta kak 3¢ dexkTuBHOro u 0e3omnac-
HOTO YHUBEPCAIIBHOTO T€MOCTATUYECKOIO0 CPEACTBA B KIMHUYECKUX CUTYyalUsiX, KO-
rjia NPUMEHEHUE TPAIUIMOHHBIX TeMOCTAaTUKOB HE JAaeT >KeIaeMoro pe3ysbTara
(ITmrory O.IL., u coart., 2003; PymsanneB A.I'., u coast., 2002; Gilmaz S., et al.,
2005). Tak, ommcaHbl CIy4aW YCIEIIHOrO Hcmoiib3oBanus rFVIla mms octaHOBKH
po¢y3HBIX BHYTPEHHUX KPOBOTCUCHUM MOCIE XUPYPTUUECKUX BMEIIATEIBCTB — pe-
3eKIUM KUIIeYHUKa Tpu 6ose3Hu KpoHa u nuMdome KHUIIEUHHKA — Y TIAlUEHTOB, Y
KOTOpPBIX paHee HEe OTMEYaJoCh HapymieHWH cucteMbl cBepThiBanus kposu (White
B., etal., 1999).

[Ipenapar rFVIla B kaduecTBe 3aMECTUTENLHON TE€pAlUU C YCIIEXOM MPUMEH SI-
€TCsl MPU JICYUEHUU KPOBOTCUCHUH Y MAIIMEHTOB C BPOXKIACHHBIMU U MPUOOPETEHHBIMU
KoarysonatusiMu. M3 HacleICTBEHHBIX KOAryJonaTuidl Clie1yeT OTMETHTh BPOXKICH-
Helid nepunut dakropa VII u Oonesnbr Bunnedbpanna (Sarper N., et al., 2005; White
B., et al., 2000). B rpynmne npuodperennbix koarynonartuii rFVIla Hanbonee s dek-
TUBEH TIPU JICUEHUH KPOBOTEUYCHUU Ha (POHE TsHKENTBIX 3a00JICBAaHUM TIEUEHU W TIPHU
NepPEe03UPOBKE HEMPSIMBIX AHTUKOATYJISHTOB (aHTaroHMCTOB BUTamuHa K), mo-
CKOJIbKY B JAHHBIX CUTYyaIlMsX UMEET MECTO BbIpakeHHbIH neduuut (akropa VII
(bapkaran 3.C., 2005; Ilanmasa JL.I1., 2005). IIpu 3TUX HO30JOTHUSIX HA CTaAUU WHH-
[IMAI[MU CBEPTHIBAHUSA KPOBU OOpa3zyeTcsi HeJIOCTATOYHOE KOJIWYECTBO TPOMOUHA, U
HEe 00eCleynBaOTCs YCIOBHS JJIsl MOCIEIYIONIET0 PacPOCTPAHEHUS PEAKIIMA aKTHU-
Balliy TPOMOOIIUTOB U CBEPThIBaHUS KpoBU. [locnennee BpeMs MOSBUIUCH PEKOMEH-
Jalyy 10 NPUMEHEHUIO TAaHHOTO MpenapaTa Mpyu OTPABIEHUSAX POACHTHULINIAMU, CO-
JepKaliMU HEeMpsIMble aHTUKOATYJISAHTHI (T.H. cynepBap@apuHbl), MpU HATUYUH Y
TaKUX MaIMEeHTOB TshKeIbIX KpoBoTeueHuit (Bruno G.R., et al., 2000; Zupancic-Salek
S., et al., 2005). Csoro spdextuBnocts rFVIla mokaszan npu KynmupoOBaHUH TSHKEIBIX
KpoBoTeueHui npu remobacrozax (Citak F., et al., 2005; Simsir 1.Y., et al., 2005;
Boiiniexosckuii B.B., 2013).

B To xe Bpems Ha no3anux craausax JIBC-cunapoma BBenenue riFVIla yacto
OKa3bIBaeTCs Malod(p(EKTHBHBIM W3-3a pPa3BUBIICHCS TOYEYHOW WIIM JIETOYHO-
CepACUYHON HEAOCTATOYHOCTU. B TakuX ciiydasix KpOBOTEUEHHUE YAAETCS OCTAHOBUTb,
OJIHaKO OOJBHOM MOKET MOTHOHYTHh OT Y)K€ Pa3BHUBIICICS MOJIMOPTAHHOW HEIOCTa-
tounoctH (Bianchi A., et al., 2005; Chuansumrit A., et al., 2000). I[TosTomy npume-
HeHue dToro mpenapara npu JIBC-cuuapoMe HE B KOEM ciiydae He UCKITI0YaeT HeoO-
XOJIUMOCTH JAPYTUX BO3JEHCTBUMN, UCTIOIb3yEMBbIX B T€PANIUU IAHHOW MATOJIOTUU — OT
BBEJICHUIN CBEXE3aMOPOKEHHOW IUIa3Mbl M I'elapuHa 10 MCIOJIb30BaHUS YIIpaBlisie-
Moro Jbixanus u remoauanusa (bapkaran 3.C., u coasrt., 2005).

IIpu ompenenenun nporpammel jedeHus npemnaparoM rFVIla HeobGxomumo
IIOMHHUTB, YTO OH UMEET JOCTATOYHO KOPOTKHUM NEPUOJ MOIYKU3HU — OKOJIO 2,9 4a-
ca, 4To TpeOyeT ero 4acThIX BBEJACHUH, uepe3 2 — 3 yaca rnociie npeabayieid NHbeK-
1y, B OOMBIIMHCTBE CIydaeB CTaHAAPTHON PEKOMEHAYEMOH 1030# sBisieTcs — 60 —
120 mxr/kr maccel Tena; B cpenaem - 4,5 KEJ[ (90 Mkr)/kr; BHyTpHUBEHHO B BUe 00-
JIOCHOW MHBEKIMU (2 — 5 MuH). B psiae cutryauuii HConab3yroTcs OOJbIINE U MEHb-
mue 11036l npenapata. C uenpto gabdoparopHoro monutopunra tepanuu rFVIla B
OOJIBIIMHCTBE CIIy4aeB UCIOJIB3YIOT OMPEEICHUE TPOTPOMOMHOBOTO BPEMEHH U aK-
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tuBHOCTH (pakTopa VII. JIyist OlleHKM reMOoCcTaTuuecKoro JeUCTBUS Mpernapara peKo-
MEHJIyeTCs HCIOJIb30BaTh TpombosnacTorpaduyueckoe wuccieaoBanue. [ 1aBHbIM
npeumyiectsoM rFVIla sBiseTcs BO3MOXHOCTb €ro BBECHUS B OKCTPEHHBIX CUTYya-
1UgaX 0€3 yCTAaHOBJIECHHOTO T'e€MOCTa3MOJOTMYECKOTO AUarHo3a. T0 BO3MOXHO, MO-
CKOJIbKY JIaHHBIM TpernapaT yCWJIMBAeT oOpa3oBaHUE TPOMOMHA UCKIIOUUTEIHHO Ha
KieTkax, Hecymux Td, u akTUBUPOBAaHHBIX TPOMOOIUTAX, YTO OTPAHUYUBAET €ro
JeHcTBHE B TIpejienax 30HbI MoBpexaeHun. [lo0ouHbIe neMCcTBUS MpemnapaTta KpaiHe
peIKH, 3TO - )Kap, TOJIOBHAs 00JIb, PBOTA, U3SMEHEHHUE apPTEPUATBHOTO JaBICHUS, 3y,
MMOKPACHEHUE KOXXHM, OYEHb PEJKO — YMEHBIIECHHE YHuCiIa TPOMOOIIMTOB U YPOBHS
¢bubpuHOTreHa, MOABJICHUE MPOAYKTOB Aerpananuu ¢ubpuHa u J-numepa, Tpomob0-
TUYECKHUE OCJIOKHEHUsI. becrmoKoMCTBO 10 MOBOAY YBEIUUEHHSI 4acTOThl TPOMOO30B
u JIBC-cuHpoma, KOTOpO€E CyliecTBOBajno okoio 10 met ToMy Haszal, HE olpaBia-
nock ([dementoeBa M.U., u coasr., 2005).

Taxum o6pazom, nepseiil mpenapat gakropa rVIla — HoBoCeBeH Ha npoTsixe-
HUU TIOCTIETHETO ACCATWICTUS IIUPOKO MCTOJIB30BAJICS C TEMOCTATUUECKON LETbIO Y
MAIMEHTOB C MAaTOJIOTHEH CHUCTEMBI TeMocTasa (TeMopuIus U APyrue BpOKIACHHBIE U
npuoOpeTeHHbIE KOAryJaonaTuu, TPOMOOIIMTOTICHUH, TPOMOOIIMTONATHH), C TIPody3-
HBIMU KPOBOTCUYCHHUSMH W3 KEITYJT0YHO-KUIIICUHOTO TPaKTa WIW JIPYTUX OPraHOB B
pe3ynbTrate TUCHYHKIMU TIEYeHH, a TAaKXKe B TEX CIydasx, KOrja MacCHUBHBIE KPOBO-
TE€YEHUS MOCJIE TPABM U XUPYPIHUECKUX BMEIIATENIBCTB HE MPEKPATUIIUCH MTOCIE HC-
NI0JIb30BAaHMSI MEXaHUYECKUX METOJIOB F€MOCTa3a.

B nacrosimee Bpems B Poccutickort denepanuy CUHTE3UPOBAH MEPBBIA OTEUYE-
cTtBeHHbIH (pakTop cBepThiBaHus KpoBu (DPCK) — mpenapar Koarun-VII, nonyden-
HBIM C MOMOIIBI0 cOBpeMeHHON pexoMOuHanTHOM JIHK-TexHomorum m mpemHasHa-
YEHHBIN JIJIs1 JICUCHHS OOBHBIX ¢ HHTHOMTOpHON opmoii remodunun. B I'emartoino-
rudeckoM HaydHoM 1ieHTpe (I'HI[) Munzapasa Poccuu (r. MockBa) Ob1I0 TPOBEAEHO
KIIMHUYECKOE HCCIICIOBAHNE TepaneBTHUYecKord 3(P(EKTUBHOCTH W 0€30macHOCTH
nanHoro npenapara (Pymsannes A.l'., u coasrt., 2002). [IpoBeneHo cpaBHEHUE TeMO-
cratrueckoro aeiicTBusi otedectBeHHOro rFVIla ¢ ero 3apy0exHbIM aHAIOrOM TpH
WX UCIOJIb30BAaHUU Y TMAIIMEHTOB C MHTHOUTOpHOU dopmoii remodunuu. [Ipumene-
HUE 000MX TMpenapaToB MPUBOIUIO K COMTOCTABUMOMY TOBBIIIEHUIO B MJIa3M€ aKTHB-
Hoctu FVII, kotopoe nocrurana nuka dyepe3 15 MUHYT ¥ COXpaHsJIOCh B TeueHHe |
CYTOK; TIOJ JEHCTBHEM O0OWX MpEenapaTroB MPOUCXOIUIIO COMOCTABUMOE YMEHBIIIEe-
HUE POTPOMOMHOBOIO BPEMEHH, COXpaHsBIIeecss B TeueHue 2 yacoB. [lo maHHBIM
TpoMOodnacrorpammel (TOI7), 0b6a mpemapara Takke OKa3alad COMOCTABHMOE T€MO-
cTaTU4Yeckoe JencTBue. M3MepeHuss HSHIOT€HHOro TPOMOHWHOBOTO MOTEHIMaja
(OTII), no manueim TI'T, mokazanu, 4To BBeleHHE OOOUX MPEMAPATOB MPUBOJIUT K
YBEJIMYCHHUIO KOJIMYECTBa OOpPa30BABIIETOCS TPOMOWHA, CTATUCTHYECKH 3HAYMMBIC
pazmuuus (p<0,05) mo cpaBHEHUIO C UCXOHBIM 3HAYEHUEM OBbLIM BBISBJICHBI HAa 15 1
60-it muHyTax mocie BBeneHus oreuecTBeHHOro MCK, a mociie BBeaeHUs €ro 3apy-
0eXKHOr0 aHajiora — BO BCEX BPEMEHHBIX TOUYKaX, BIUIOTH 10 12 yacoB BBejeHUsA. B
pe3yibTaTe CpPaBHUTEIBHOTO MCCIEAOBAHUS TE€MOCTATUYECKOrO JEUCTBUS 000HX
npenapaTtoB y OOJbHBIX UHTUMOUTOPHOU (popMoil reMopriinu ObUTN ClIeNIaHbl CleIy-
IOIIME BBIBOJIbI: OHM B PAaBHOM CTENEHM MOBBINIAIOT aKTUBHOCTH FVII B miiazme kpo-
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BU U, o ganHeiM TOI' m TI'T, oka3pIBaloT CXOJHOE I'e€MOCTATHYECKOE JCHCTBHE.
HaGmonenue 3a nanueHTaMu ¢ THTUHOUTOPHOU GOopMOI reMOpuINK OKa3allo UaeH-
TUYHOCTh KJIMHUYECKOro 3(¢eKra Mmpu BBEACHUM 3apyO€KHOTO M OTEYECTBEHHOTO
npenaparoB (akropa rVIla. (Tapacosa N.C., 2010). Ilpu xupypruueckux BMelIa-
TENbCTBAX y OOJIbHBIX TeMOPUINeil A ¢ BBICOKUMHU TUTpaMU UHTHOUTOpa (3HIOMPO-
TE3UpPOBAHUE KOJICHHOTO U Ta300€APEHHOr0 CYCTaBOB, peaMIyTallus MpaBoro 0eapa)
BO BCEX Clly4asix ucnosib3oBaHus npenapata Koarun-VII 611 1ocTUTHYT 3D PeKTrB-
HbIid remoctas (3openko B.1O., u coasr., 2010).

OteuectBennbiii rFVIla oxazanca sddextuBen y gereil ¢ TpomOacTeHuen
['naHiMana 11 OCTAHOBKM KPOBOTEUEHUS U3 JIYHKU YAAJIEHHOTO 3y0a M KynHpoBa-
HUSI PELUIUBUPYIOIIETO HOCOBOTO kKpoBoTeueHnus (Baosun B.B., u coasrt., 2010).

HaGmonenre 3a maudeHTamMHu € HacleICTBEHHbIM naeduuutoM ¢aktopa VII
MOKa3aji0 WACHTHMYHOCTh KIMHHMYECKOro 3¢ @dexTa mpu BBEICHUU 3apyOeKHOTO U
otreuecTBeHHOTO rVIla: B pe3ynbrare MpoBEACHHOTO JIEYEHUSI KyUPOBAaHbI MPOPy3-
HbI€ KPOBOTEUCHMS, HEXKENATEIbHBIX SBJICHUN Ha BBEJEHHE OOOMX MpenapaToB HE
Ha0JII0/1a7I0Ch, OblIa MOKa3aHa BO3MOXKHOCTb TMPOBEJCHUS JICYCHHUS B JIOMAUTHUX
ycnoBusix (Tapacosa W.C., 2010). Mcxoas u3 npoBeneHHbIX (PapMaKOKHHETUYECKUX
UCCJIEIOBAHUN U JIOCTUTHYTOTO KIMHUYECKOro 3¢ dexTa, OblT BEIOpAaH ONTUMATbHBIN
pEeXMM BBEJICHHUS Mpenapara pH HacieacTBeHHoM aedunute FVIL: npu menopparu-
X — BO 2, 3, u 4-1 7HU MEHCTpyaluu B 03¢ 20 MKI/KI MacChl Tela Kaxibple 6 4acos,
IpU HOCOBBIX KPOBOTEUEHUSX — B J03€ 30 MKI/KI Macchl Teia KaxIple 2 Yaca 10
OCTaHOBKH KpoBoTedeHus (B cpeaneM 2-3 BBenenus) (Tapacosa 1.C., 2010).

Takum 00pa3zoM, BBILIEU3I0KEHHOE MO3BOJSET 3aKIIOYUTh, YTO PEKOMOU-
HAaHTHBIN akTHBHUpOBaHHBIM (pakrtop VII — smrakor ambda (3aperucTpupoBaHHBIC B
Poccuu npenapartsl - HoBoCaBen u Koarwi- VII) B KIIMHUYECKUX CUTYaAIUAX, KOTa
IPUMEHEHHUE TPAJIULHUOHHBIX TEMOCTATUKOB HE JAET JKEJIAEMOI0 Pe3yNbTaTa, SIBISCT-
cs1 9¢(HEKTUBHBIM M 0€30MMaCHBIM YHUBEPCAIBHBIM T'€MOCTATHYECKUM CpeAcTBOM. K
€ro MPEUMYLIECTBY OTHOCHUTCS JEHCTBUE TOJIBKO B MECTE IOBPEKACHUS COCYIUCTON
CTEHKU M OTCYTCTBHE CUCTEMHOM aKTHBALIMH ITPOLIECCOB CBEPTHIBAHUS KpoBU. O/1HaA-
Ko Ha mo3aHux craausax JIBC-cungpoma BBenenue rFVIIa oka3biBaeTcsl HeaOCTa-
TOYHBIM M3-32 YK€ Pa3BUBIIMXCS MOJMOPTraHHbBIX IMOPAKEHUN U HE MCKIKYAET JpY-
TUX BO3JHCTBUIN, HEOOXOAUMBIX IPU JAHHOU MATOJIOTHH.
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