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BHyTpeHHUe 60n1e3HU

lemopunma — HacneacTBeHHoe 3abonesa-
HWe CBepTbIBAOLWLENA CUCTEMbI KPOBWM, BO3HWMKAIO-
uee B pesynbrate geduumta GakTopa cBepTbiBa-
Hus Kposu VIII (remodunua A) nam IX (remodpunms
B) [5]. OcHoBHOE nposBaeHne remoPpuanm - Kpo-
BOTEYEHMS N KPOBOU3NNAHWUS, BOSHMKAIOLLME CNOH-
TAHHO MU/ BCNeACTBUE TPaBMbl. TUN HacneAoBaHUA
— peueccuBHbIN (60IEIOT MYXUMHbI, @ NepeaaTyn-
KW NaTONOMMYECKOro reHa — KeHLWMHbI). MpUYnHoi
remoduInm ABNAETCA MyTaLMA reHa, KOAUPYHOLWEro
FVIII (X g28), unu reHa, kogupytoutero FIX(Xg27). le-
moounma A (neduunt VIII daktopa cBepTbiBaHUA)
cocTtasnset 80-85% oT obulero ymcna cayyaes re-
modunummn, remodpunma B (aedmumt IX pakTopa) co-
crasnsaetT 15-20%.

KpoBou3NnAHMA B CycTaBbl, Hecyline oc-
HOBHYIO OMOPHYI M ABUraTesibHylo GQYHKUUM,
npu remoduanm nNpuMBOAAT K passutuio aedop-
MUPYIOLWLMX apTPO30B M aHKWUI030B KPYMHbIX Cy-
ctaBoB (puc. 1 - 3) U MHBaAMAM3ALMMN NALMEHTOB.
Cepbe3Hoi npobnemoit Taknx 60NbHbIX ABNAETCA
BTOPMYHbIA PEBMATOUAHBIN CUHAPOM ayTOMMMYH-

Pestome [MpoBeseH aHanu3 pesynbTaToB JevyeHun
60/1bHbIX reModuane, NPoXKNBaOLLNX B AMYPCKOM
obnactu. B Amypckom Peructpe remodunamnu
coctouT 48 60nbHbIX; ¢ remodunmneint A — 40 n c
remopununen B — 8 yenosek; B3pocabix - 27 u ge-
Tenn - 21. C 2005 r. Bce 60nbHbIE Temodunmer B
AmMmypcKoi 061acTh nonyyaroT npodpunakTuyeckoe
neyeHue. [pUMEHAIOTCA, KaK  MNJa3MeHHble,
TaK U peKoMbBbWHaHTHble npenapaTtbl $aKTOpPOB.
MpodurnakTnueckan Tepanusa no3Bonuna
CHM3UTb YaCTOTy CMOHTAHHbIX KPOBOTEYEHUWN Y
TakuMx 60nbHbIX Ha 98%. B rpynne naumeHTOB,
NONYYaKOLLMNX WHANBUAYANN3NPOBAHHYHO
NPodUNAKTUKY, obuwee yncno MHPy3nin
npenapata 3HayuTeNIbHO yMeHbwwaocb (Ha 1
BBeZEeHMEe B HEAENO UM HA 52 BBeAeHMA B roa).
NHanBmnayanusaums npoPuUNakTMKM NOo3BOAUNA
NOBbICUTb NPUBEPKEHHOCTb naumMeHToB
Tepanun, B TOM YMC/e 3@ CYET BO3MOMKHOCTMU
YUYMTbIBAaTb YPOBHU WX PU3NYECKON AKTUBHOCTMU.
Poccuiickmin npenapat FVIII mopokTokor anbda
no 3¢GdeKTUBHOCTM He ycTynaeT 3apybekHbim
aHanoram u MmoxkeT 3PpPeKTUBHO MCNONb30BaATLCA
ANA NPOOUNAKTUKM KPOBOTEYEHUI NpU remoduanm
A, B TOM yncne u gna UHAMBUAYANIbHOM Tepanuu.

Kniouesble cnoBa: remoduama, npodmnaktmka
KpPOBOTEYEHUI, MHAMBUAYANN3ALMA
NPodUNAKTUKN.
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Horo reHesa (puc. 4). ObWMpPHbIE MEXMbILLEYHbIE,
BHYTPMMbILLIEYHbIE KPOBOM3IUAHMA CNOCOBCTBYHOT
aHeMM3aLMM NauMEeHTOB, PA3BUTUIO «MCeBAOOMNY-
xonen». TaxKesnble KpoOBOTEYEHMUA (KenyaoyHO-KU-
LeYHble, MoYeyHble, BHyTpUYepenHble) MOryT cTaTb
NPUYMHON NeTanbHoro ncxoaa [1, 2, 4, 8J.

MosBneHNE COBPEMEHHbIX KOMMEPYECKUX
npenapatoB KoHueHTpaToB VIII n IX ¢daktopos B
nporpammax ¢uMHaHCMPOBAHUA M3 denepasbHOro
6ro4KeTa 3HaYUTENIbHO U3MEHWNO TaKTUKY BeAeHUA
N YNYYLWIWAO KAYecTBO KMU3HU BONbHbIX remoduam-
et B Poccuun [3]. Llenn coBpemeHHOM Tepanmm naum-
eHTOB ¢ remoduanen: npegoTepalleHme pasBUTUA
XPOHWYECKOM apTponaTun, NpeaoTBPaALLEHNE BHY-
TPUYEPENHbIX U APYTUX KUIHEYrpPoXKatlowmx 1 Ta-
¥eNblX KpOBOTEYEHUI, NpeaoTBpaLLeHMe boneBoro
CUHAPOMA, YNYyYLIEHME KAYecTBa MKWU3HW, CHUXKe-
HWEe OONTOCPOYHbIX COLMANIBbHBIX PAacXod0B 3a cyeT
yAydlleHUA TeyeHusa 3a60neBaHUA U CHUMKEHUSA
WHBanuamsaummn [6]. PasnuyaloT gBe nporpammobl
neyeHma 6oNbHbIX remodununent: no TpeboBaHMUIO
(neyenune cocToaBLIMXCA KpoBOTEYEHUN) N Npodu-
JTAKTUYECKoe NieyeHne (cuctemaTnyeckoe BeegeHmne
baKTOpOB CBEPTbIBAHUA KPOBM C LENbl0 NpeaoT-
BpalleHMa KpoBoTeuyeHuit). B Poccmum B HacToAlee
BpemMsa Mcnosib3yeTca NpodunakTUYeckoe neveHue.
MpodurnakTnka npeobpasoBana *KM3HU NALNEHTOB
C TAXenom remodunanen, 3HaYNTENbHO YMEHbLLUNB
4acTOTy KPOBOTEYEHMIN U HACTYNIEHME apTPONaTUM
NO CPaBHEHMIO C NeveHnem no TpebosaHmto. Mposo-
AnMan npoduNakTUKa AONXKHA KOHTPOAMPOBATHLCA
KNMHMYECKU (He Bonee 2 CNOHTaHHbIX reMapTPO30B
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Abstract The analysis of the results of treatment of
patients with hemophilia living in the Amur region
was carried out. There are 48 patients in the Amur
Register of Hemophilia; with haemophilia A - 40
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all patients with hemophilia in the Amur region re-
ceive preventive treatment. Both plasma and re-
combinant factor preparations are used. Preventive
therapy has reduced the incidence of spontaneous
bleeding in such patients by 98%. In the group of
patients receiving individualized prophylaxis, the to-
tal number of infusions of the drug has significantly
decreased (by 1 injection per week or 52 injections
per year). Individualization of prevention allowed
to increase the adherence of patients to therapy,
due to the opportunity to consider the level of the
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Key words: hemophilia, bleeding prevention, indi-
vidualization of preventive treatment.

DOI 10.22448/AMJ.2019.1.36-39

WU APYTrMX KPOBOTEYEHUI B roa) u nabopatopHo
(ocTaToOuHbIN ypoBeHb paKTOpa nepes oyepeaHbim
BBEAEHNEM AONXKEH ObiTb He HUKe 1%). CunTaeTcs,
YTO KOJINYECTBO KPOBOU3/IUAHUI B CYyCTaB MeHee 2
B rof, He NPMBOAUT K €ro CTOMKOMY NOBPENKAEHUIO.

Bbicokaa 3¢pdeKTMBHOCTL npodunaktTmye-
CKOM Tepanuu noctasmia BONpoc 06 MHAMBMAYab-
HOM NPOPUNAKTMKE KPOBOTEYEHUI Y MALMEHTOB C
remodunmen. Uugmsmnayanusaumna npodunaktmye-
CKOro pexkMma npenycmaTpuBaeT yyeT cneaytowmx
daKTopoB: dMn3MYecKan akKTUBHOCTb, 0OpPa3 KU3HM,
COCTOAHME CYCTaBOB, GeHOTUN KpoBOTeYeHU. Ona
nauyeHTa ¢ remoduanen, HaxoAALWErocs Ha no-
CTeNIbHOM WM KaTaZIoMHOM peXume, A0CTaTOYHO
1%, Ana naumeHTa, NPOBOAALLENO AEHb B aKTUBHOM
OBUXKEHUN, - He meHee 3%, M NPU 3aHATUN NTIETKUMMN
BMAAMKU criopTa (ber, Benocunes, naaBaHue, TeH-
HUC) - He meHee 12% ocTaToyHOro ¢akTopa cBep-
TbiBaHUA [7]. Yem gonblue ocTaTouyHaa aKTUBHOCTb
dakTopos VIl nnum IX Haxoautca Huxe 1%, Tem BblLe
PUCK BO3HMKHOBEHWS CMOHTAHHbIX KPOBOTEYEHMWIA.
MocTosiHHbIN NabopPaTOPHbINA KOHTPONb YPOBHS He-
aocTatollero ¢aktopa No3BosAeT u3bexarb ann3o-
[0B ero CHMXXeHua Huxe 1% [5, 6, 7].

Martepuanbl U meToabl UCCNeA0BAHUA

MNpoBeaeH aHanu3 nevyeHuAa OONbHbIX re-
ModUIMEN, NPOXKMBAKOLWNX B AMypCKOM obnactu.
Bcero B Pernctpe Amypckon obnactm coctout 48
60nbHbIX remodunmeir; ¢ remodunmen A — 40 n c
remodpuamen B — 8 yenosek; B3pocnbix- 27 1 geTen
-21.

Pe3ynb'ra'rb| unccnegoBaHnA U OGCV)KAEHMG

C 2005 r. Bce 60nbHble remoduanein B Amyp-
CKOM 0bnactn nonyyatT npodunakTMyeckoe neve-
Hue. Micnonb3yroTca, KaKk Naa3meHHble, Tak U PeKOM-
6MHaHTHble npenapaTtbl ¢akTopos. 30 NaUMEHTOB,
Yy KOTOpbIX remodununa bbina AMarHOCTMPOBaAHa A0
2005 roga, NonyyaroT BTOPUYHYIO U TPETUYHYIO NPO-
dunaktury, n 18 ageten, poauswmxca nocne 2005
r. — nepBMYHyt0 NpoduNakTuKy. o nocneaHero
BPEMEHM MCNONb30BaNach WBeACKaA Moaesb Npo-
OUNAKTUKM - KOMMEpPYECKMe npenapaTtbl HeZoCTa-
toutero ¢paktopa B gose 20 — 40 ME/Kr maccbl Tena
BBOAM/IUCb KaXabli BTOPOWU-TPETUIM AeHb (2 — 3
pa3a B Hegent). MpodurnakTnKa NO3BOANNA 3HAYMU-
Te/IbHO CHU3UTb NOTPEOHOCTb B rocNUTaNn3aLUn U
opTONeANYECKUX XMPYPrMYECKMX BMELLATENbCTBAX,
YAYYLWUTb NOCELLAEMOCTb WKO/bI U PaboTbl, CTUMY-
INPOBaTb yCNEeBaeMOCTb M AOCTUMKEHUA, NO3BOU-
na bonee NOAHO y4yacTBOBaTb B NpodeCccMoHaNbHON
AeATeNbHOCTM U oTabixe. Mpu npodunakTUYECKoM
NleYeHUn yaanocb AobUTbCA CHUMKEHUA YUCAa Kpo-
BOTeYeHUM Ha 98% no cpaBHEHUIO C Nepruoaom Ao
2005 r., Korga 6osbHble remoduaMen nosydanm
neyeHne no TpeboBaHUID KpMONpeuunutaTom W
CBEXEe3aMOPOXKEHHON naa3mol. PesynbTaT - cpea-
HEerogoBOE KO/IMYECTBO KPOBOTEYEHMN HA OAHOIO
yenoseka meHee 1 B rod AOCTUIHYT y 39, meHee
ABYyX Yy 8 n meHee 3y 04HOrO NauMeHTa.

B cBs3M C ynyyleHMeM KayecTBa KU3HU U
yBE/IMYEHMEM [ABUraTeNbHOIO PEeXMMa TaKuUX na-
LMEeHTOB BCTan BOMpoCc 06 WX WMHAMBUAYANbHOM
npodunaktnke. MHamsmayanbHana npodunakTnka
nogbupaetca No ¢GyHKUMOHANbHLIM MOKa3aTensam
(20 — 80 ME/kr kaxable 72 yaca). B rpynne nayu-
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PucyHoK 1. OcTpbiit

| remapTpo3 NOoKTEBOro
~ cyctaBa y 60abHOro
remodunueii B
cpeAHeit cteneHu
TAXECTMU.

A

PucyHoK 2. ledpopmu-
pytowime apTpo3bl KO-
NeHHbIX, FON1IeHOCTOMNHbIX
(A) v nokresoro (B) cy-
CTaBOB Y 60/1bHbIX re-
modunueit A Taxkenoi
cteneHu. BoiparKeHHan
rmnoTpoduA MbliLuLy
KOHe4YHOCTel BcneacTeme
[Pa3BUTUA KOHTPAKTYpP
(A, B).

PucyHoK 3. AHKMN03bl 060MX KONEHHbIX CyCTa-
BOB y 6onbHOro remodpununein A TaXKenou cre-
neHun. A — BHeWwHU Bua, b — peHTreHorpammoil:
OTCYTCTBME CYCTAaBHOM LLE/N; Nepexon, CTPYKTypbl
OAHOI KOCTU B APYryl0; OTCYTCTBME N306parkeHUA

KOHTYpOB CYCTaBHbIX KOHL,0B KOCTel,
06pasylowwmx cycTas; BbipayKeHHbI 0CTeonopos.

PucyHoOK 4. BTopuuHbli
peBMaTouaHbIi CUHAPOM
y 6onbHOro remodpunueii A
TAXKENO0N cTeneHu.

€HTOB, MOAyYalWMX WHAMBUAYANNUINPOBAHHYIO
npodUNaKkTUKyY, obliee Yncno MHPY3niM NpenapaTta
3HAYMTENbHO yMeHblKMnocb (Ha 1 BBegeHMe B He-
aento unu Ha 52 seegeHuns B roa). MHamsmayans-
Has npoduNaKkTMKa NO3BOAUAA elle bonee paclin-
PUTb ABUraTe/IbHbIA PEXUM Y TAaKMUX NALMEHTOB U
Aaxe Jana BO3MOXKHOCTb 6e30nacHO 3aHMMaTbCA
NerkMmm BMAamu cnopta (nnasaHue, 6er, TEHHUC,
BEe/IOCUNEAHbIN CNOPT U T. 4.). B cBA3WN C 3TUM BbI-
CKA3aHO NpeanonoXKeHne, YTo MHANBUAYANN3ALMA
NPOodUNAKTUKN MO3BOJIUT MOBLICUTb MPUBEPIKEH-
HOCTb NauUMeHTa Tepannu, B TOM YUC/e 3a CYET BO3-
MOHOCTU Y4YUTbIBaTb YPOBEHb €ro Gpu3nyeckom
AKTUBHOCTM.

B TeuyeHmne nocnegHux AByx NeT AecATb Na-
UMeHToB Cc remodunmnenr A B Amypckon obnactu
nosy4yaloT NOAAEPMKUBAIOLLYKO Tepanui oTeve-
CTBEHHbIM MNpenapaTtom MOPOKToKor anbda (Ok-
Todaktop). Mo ¢PapMaKOKMHETUYECKMM Mapame-
Tpam pekombuHaHTHbIN dakTop VIII ¢ yaanéHHbim
B-oomeHom (MOpOKTOKOr anbda) 3KBMBANEHTEH
NO/IHOLENOYEeYHOMY PEKOMOUHAHTHOMY aKTopy
VIl (oKkTOKOry-anbda) n nnasmatuyeckomy gpaktopy
VIIl. AHanu3 Tepanuu 3TMM npenapaTtom 60/bHbIX
remoduamnen B AMypckon 061acTu nokasan, uto no
3pPEeKTUBHOCTM OH He ycTynaeT 3apyberkHbIM aHa-
noram, mMoxKeT 3pPEKTUBHO MCMOAb30BATbCA ANA
NPOPUAAKTUKN KPOBOTEUYEHMIN NpU remodunmm A,
a TaK)Ke A4NA NpoBefeHUA MHAMBUAYANbHON Tepa-
nuu.

BbiBOAbI

1. NpodunakTMyeckaa Tepanusa 6o0abHbIX remodu-
Vel MMeeT HECOMHEHHbIe MpeuMyLLecTBa nepes,
Tepanuen «no TpeboBaHWUIO», 3aKayvalolmecs B
YMEHbLLUEHUM KOJIMYECTBA CMOHTAHHbIX KpOBOTEYE-
HWI Ha 98% U1 B yNy4YLLEHUM KAYeCTBa KU3HM Nauu-
€HTOB.

2. Wnausunayanmsauma npoduaakTMKM NO3BOANUT
NOBbICUTb NPUBEPKEHHOCTb NauUMeHTa Tepanuu, B
TOM 4McCne 33 cYeT BO3MOXKHOCTM YyUUTbIBATb YpO-
BEHb ero PU3NYeCKom aKTUBHOCTH.

3. Poccumcknin npenapat FVIII mopoKTokor anbda
no apPeKTUBHOCTM He ycTynaeT 3apybexkHbIM aHa-
fioram 1 moxet 3pPEeKTUBHO MCMO/1b30BaTbCA A/1A
NPOPUNAKTUKM KPOBOTEYEHUI NpU remodunnmn A, B
TOM YUCNe U ANA UHAMBUAYANbHOM Tepanuu.
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XONOA0BAA AQANTALMA
TENJIOKPOBHOIO OPFTAHU3MA W EE
KOPPEKLMA LLUTOP/IABUHOM

OPUTMHAJIbHbBIE UCCNEAOBAHUA

TeopeTnuyeckaa meguumHa

BeepeHue

Mpv aganTaumMm opraHnMama K xonoay Habnoga-
eTcA ANCNPONOpLMA B TOPMOHAZIbHOM U SHEpPreTu-
YyecKoM cTaTyce aHabo/Myeckux MpoLLeccoB, BO3-
HUKaeT aeduunT BMOSHEepPreTUYECKUX Pecypcos M
rMnokcua TkaHen [1, 5] B OCHOBE KOTOPOro NeXuT
HEeCOOTBETCTBME MeXAYy MNOoTPebHOCTbIO TKAaHeW B
KMCNIOPOAE M ero A0CTaBKOM, CBA3AHHOE npexae
BCEr0 C HApPYyLEHMEM OKWUC/IEHUA B pe3ynbTaTe 3a-
TPYAHEHMA TPAHCMOPTA 3/1IEKTPOHOB B AbIXaTe/IbHOM
Lenu MUTOXOHAPUM, YTO NMPUBOLMUT K MOBPEKAEHUIO
MembpaH NM30COM C BbIXOAOM ayTONUTUYECKUX IH-
3MMOB B MEXKNeTo4YHoe npocTpaHcTteo [9, 14, 16].
CNOXKHbI MEXaHU3M Pa3BUTUA TUMOKCUMM B Opra-
HU3Me, MHOFOKOMMOHEHTHAA cUcTemMa Broxmmumye-
CKMX U MeTaboIMyYecKmx NpoLeccoB, BO3HMKAIOLLMNX
NPy pPas3ZInYHOM NATONOTMKN, 0OBACHAET TPYAHOCTU
B Ha3HAYeHMM NPenapaTos, BbIMOAHAIOLWLMX 33434M
KOppeKunn GyHKUNIM AblXaTeNbHON Lenu u Apyrunx
MeTaboMYECKNX MPOLLECCOB, NOCTABAAOLMNX IHEP-
reTmyeckune cybctpatobl [7]. NepcnekTUBHbIM C 3TUX
no3nunin NpeacTaBAAeTCcA MCNOb30BaHME Mpena-
paToB, COAEPKALMX AHTAPHYH KUCAOTY, ABAAIO-
LLytOCA OAHMM M3 MeTabonuTtoB uunKaa Kpebca, ak-
30reHHoe NOoCTyn/aeHne KOTOPOM BOCCTaHABAMBAET
npoueccobl aHeproobmeHa [4, 6, 12].

AHTapHaA KucnoTa, npeacTaBAeHHaa B opra-
HM3Me B BMAE aHMOHA (CyKuMHaTa), coaepkuTca B
npenapate UUTO(PAaBUH, OE3UHTOKCUKALMOHHOE,
aHTUIMMNOKCUYECKOE N aHTUOKCUAAHTHOE AelcTBue
KOTOPOro A0Ka3aHO B AOKJAMHUYECKUX U KANHMYe-
CKUX nccnegoBaHusx [8, 12].

Llenb paboTbl — M3yuntb 3PPEKTUBHOCTb LIUTO-
bnaBuHa Npu aganTaumm TENIOKPOBHOMO OpraHms-
Ma K Xon04y.

Metopabl nuccnepoBaHusa

[aHHbIA 3KCNepuMMeHT NpoBOAUAM HA 6enbix
6ecnopodHbIX Kpbicax-camuax maccor 150-200 r B
TeyeHne 21 aHA. MPOTOKON 3KCNEepUMEHTaNbHOM
YacTU UCCNEeAOBaHUA Ha 3Tanax CoAEepP’KaHMA XKK-
BOTHbIX, MOAE/IMPOBAHMA NATONIOTMYECKMX MpPo-
LLeCCOB M BbIBEAEHWUS UX U3 ONbITa COOTBETCTBOBAN
npuHUMNam GMONOTUYECKOM 3TUKU, U3NOMKEHHbIM
B MeXayHapoaHbIX pPeKoMeHAauMsax no npose-
OEHUI0 MeAMKO-OMONOrnMYecKnx UCCnegoBaHUN C
MCNoNb30BaHMEM MBOTHbIX (1985), EBponeickoi
KOHBEHLMM O 3aLLMTe NO3BOHOYHbIX *KUBOTHbIX, UC-
No/sib3yemMbIX AR 3KCMNEPUMEHTOB UIN B MHbIX Ha-
yuHbix uenax (Ctpacbypr, 1986), Mpukasze M3 CCCP
Ne755 ot 12.08.1977 «O mepax no ganbHenemy
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