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§ r- bnaroseleHcK
E CNAEHOMEFAZINA B KNTMHUYECKOW
& | NPAKTUKE
CnneHomeranua (rpey. splen ceneseHka
+ megas, megalu 6onblion) yBennyeHme

ceneseHKn B pe3ynbTaTe BOBNEYEHUA ee B
NaToONOrMYeCKNi npoLecc.

CeneseHKa pacnonoXeHa B BepxHeMn
obnactn bGplowHoM nonoctm cnesa. Macca
ceneseHkmcoctaBnaetor15040200r. CeneseHKa
— AMmOOMAHBIN  OpraH, WMeeT HEeCKO/bKO
TMNOB TKaHW. MNOTHAA coeAMHUTENbHAA TKaHb
(kancyna) obpasyeT Hapy*KHYO 060104KY. OT Heé
OTXO4AT BHYTPb NEeperoposku, Tak HasbiBaemMble
TpabeKynbl, KoTOopble GOPMUPYIOT KapKac
OpraHa M coeguHeHWe KPOBEHOCHbIX COCYA0B.
BHYTpeHHsA TKaHb CeJie3eHKM HasbiBaeTcA
Nynbnou, cocToswein M3 AByx 30H — 6enoi u
KpacHon. Benasa BblpabaTbiBaeT AMMOLMUTHI,
MOCKONIbKY ~ COAEPUT NUMPOUAHYIO  TKaHb.
KpacHas  30Ha  3ano/siHEHA  KNETOYHbIMM
3/1IEMEHTAaMM  KPOBU —  MJ1a3MaTUYECKUMMU,
3pUTPOLMUTAMM, MaKpodaramu. Mexay
KpacHOM wn 6enoit 30HamM pasmellaeTcs
KpaeBada (MapruMHanbHaa) TKaHb, coAeprkalian
cneunduyeckme MaKpododarm, KoTopble
NPUHMMAIOT aKTMBHOe Yy4yacTme B paboTe
MMMYHHOM CUCTEMbI.

OcHOBHble GYHKLMM CENE3EHKNU

1. Kak opraH MMMYHHOM CMCTEMbl Yy4YacTByeT
B Pa3sBUTMM MMMYHHOIO OTBETa Ha uyXKepoa-
Hble aHTUreHbl U WX yOaneHUU M3 KPOBOTOKA.
2. CekBecTpauua W yaaneHne HopmMasb-
HbIX " AHOMaNbHbIX KNeTokK KpOBMU.
3. Mepudepunyecknii KPOBETBOPHbLIN OpraH.
4. NMpuHUMaeT yyactme B perynaumm remornoasa.

5. PunbTPaLMOHHAA dYHKUMA.
6. OpraH, yyacTByrOLWMN B 0OMEHHbIX NpoOLLeccax.
7. Pesepsyap, «AenoHUPOBaAHME»  KPOBW.

8. Cocyguctaa ceTb CeneseHKU UrpaeT posb
B perynauuu NOPTaNbHOrO  KPOBOTOKA.
9 Cambit KPYMHbIM KOHrnomepar
PETUKYN03HA0TENNANIBHON TKAHW.

10. Y
remonossa
Oo4HaKo npw
ceneseHka

B3POC/IbIX OCHOBHOW naavgapm
HaXoauTCcA B KOCTHOM MO3re,

onpeageneHHbIX 3aboneBaHmAX
CTaHOBUTCA rNaBHbIM o4yarom

Pe3stome B nekuum npepcraBneHa MHpopmauma
0 Hanbosee pacnpoCcTpaHeHHbIX 3aboneBaHusx,
COMPOBOXAALWMNXCA YBENYEHNEM CENIE3EHKM.

MpuBeaeHbl NpuHUMNbI  AnddepeHumanbHOM
ANArHOCTMKN N NneveHunn
KnioueBbie cnosa: cnaeHomeranus,

anddepeHUnanbHbii AMarHos.

SKCTPpameaynnapHoOro KPoOBeTBOpPEHUA.

Macca ceneseHKku Aaxe B HOpMe MOKeT
BapbMpoBaTb B 6o/sbllei CTeneHu, Yem macca
APYroro opraHa, yBeaMuymBanch B 2 pasa. lloatomy
YCTaHOB/IEHME MOpPOra, C KOTOPOro yBeAUYeHne
ceneseHkU cneayer CYMTaTb Crn/IeHOMEranuen,
BCEraa HEeCKONbKO YcnoBHO. CnneHomeranua
— CMMNTOM, BbIABAAEMbIA B  OCHOBHOM
NanbNaToOPHO M C MOMOLLbIO NEePKYCCUN.

HopmanbHble pa3smepbl CeneseHkn -—
ONVHHUK He 6onee 11 cm, nonepeyHuK He bonee
6 cMm. YBenunueHune ceneseHKM UmeeTca B TeX
cnyyasax, Korga: 1) ee pasmepbl MNpeBbiWatoT
3Ty BeAWuYMHy; 2) ceneseHo4YHasa TynocTb
HEHOPMa/IbHO MHTEHCMBHA; 3) cene3eHkKa
AOCTYMNHa nNanbnaunn (0OCHOBHOM NPU3HAK).

,ﬂ,OCTOBepHO roBOpuUTb (0) cnne-
HOmeraamm cnegyetr B TOM  Chydae, eCcaum
ceneseHka onpeagendaeTtca npu  nanabnauumy,

3TOMy HeobxoaAMMO pJaTb TpaKToBKy. Koraa
yBesInyeHme ceneseHKm onpesensatoT C NOMOLLbIO
WHCTPYMEHTA/IbHbIX MeToAoB 0bcnepoBaHumA
(Y3U, komnbtoTepHas Tomorpadumsa), HO OHa
He onpegenseTrcA MNanbnNaTopHoO, Heobxo-
AMMO HabnwogeHwe B AWHaMuKe: Anbo 3TO
peaKkTMBHOE yBe/nyeHmne 1 OHa BCKOpe BepHeTcA
K HOPMa/bHbIM padmepam, MO0 3TO HaYaNbHble
npossneHna 3abonesaHua, NpU  KOTOPOM
cnieHomeranua Bckope byaet oyeBuMAHa M Npu
nansbnaumm [7].

Ecnun ceneseHka nanbnupyeTca,
HeobxoaMmo  onpefenuTb  €e  Xapakrtep.
CreneHb cnaeHomeranum, KOHCUCTEeHUMA
opraHa, OAHOPOAHOCTb CTPYKTYpbl 3aBUCAT
OT OCHOBHOro 3aboneBaHuA, BbI3BABLUErO
yBennyeHne opraHa. lnoTHaa ceneseHka CBU-
aetenbctsyetr o bonee gnuTenbHOM npotecce,
o4yeHb MArkas Habnwogaetca, npexae Bcero,
npu centuyeckom npouecce. Ocobo naoTHaA
ceneseHkKa oTMevaeTcAa Npu nenkosax, nmmdo-
Max, NenlMaHMOo3e, a TaKXKe MNpWU 3aTAKHOM
MHOEKUMOHHOM 3HAOKapaute. MeHee nnoTHa
cesie3eHKa Npu renaTo/ieHanbHbIX MOPaAXKEHUAX
(3@ UCKNIOYEHMEM XONAHTUTUYECKUX) U NpPU Te-
MONIUTUYECKOW KenTyxe. HeobxoaAMmMOo NOMHUTD,
YTO  Ccene3eHKa  ABNAETCA  «pe3epByapom
KPOBM» M NpU Nasibnaumm MOXKeT COKpaLLaTbCcA
BC/IeACTBME BbIXOAA KPOBM B COCYAUCTOE PYCO.
MoaTtomy, npu peweHnun sonpoca 0b ysennyeHmm
ceneseHkn, Hanbonee UeHHbIM ByaeT mMHeHue
nepsoro nNponanbnNupoBaBLLero ee Bpaya Mo
CPaBHEHMIO C MocaeayrLWMMK, obcneayowmmm
nesoe nogpebepbe MeTog0M Nasibnaumm.

He cnepyet
«cnaeHomeranna» n
Mog «rmnepcnaeHn3IMmom»
CMMNTOMOKOMMJIEKC,
naTosornyeckoe COCTOAHME OpraHn3ama,
XapaKTepusytouieeca CHUXEHMEM yncna
3pUTPOLMUTOB, NEMNKOLUTOB U TPOMDBOLMUTOB B
LUMPKYANPYIOLWLEn KpOBU BCAeACTBME NOBbILLIEHMA
bYHKUMKN  cene3eHKU. PasnuyaloT nepBUYHbIN
M BTOPUYHLIN runepcnaeHnsm. [lepBUYHbIN

nyTaTtb NOHATMA
«rUNepCcnaeHn3mM».
NMOHMMaOT
ob03Havarowmmn
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rmnepcnaeHmMsm obycnoBneH cniaeHomeranmnen
n3-3a AauTtenbHol pabouein  runeptpodumn
ceneseHkn. OH NoApasaenaeTca Ha BPOXKAEHHbIN
(HacnhencTBEHHbIE  TEMONUTUYECKUE  aHEMUU
M ap.) U npuobpeTeHHbIn (MamonaTuyeckan

TpombounToneHnyeckas nypnypa,
npuobpeTeHHble  TEMONUTUYECKUE  aHEMUW,
MMMYHHasa naHuutoneHns w Aap.). Btopuu-

HbIM TMNepcnieHn3M pas3BmBaeTca y O0/bHbIX
c ayTOMMMYHHbIMU, BOCMANUTENbHbIMMU,
napasuTapHbIMM U ApyrMmu 3aboneBaHMAMM
(tud, manapms, uMppo3 neyeHn, TpombO3
cene3eHoYHOoM nnm BOPOTHOW BEH,
amunonaos, 6onesHb lowe mn ap.). B ocHose
rTMNepcnJieHn3Ma npu OoCTPbIX UHPEKLMOHHbIX
3ab60neBaHNAX  NEXUT  TUNeppeakTUBHOCTb
PETUKYNO3HAOTENNANBHOM CUCTEMBI, a npwu
XPOHUYECKMX BOCMANNTE/NbHbIX U MapasUTapHbIX
3aboneBaHuax - runepnaasva ee TKaHeWl. ITO
COMNpPOBOXAAETCA BHa4yasne CcnJeHOMeraauen,
a 3aTeM BTOPUYHbIM runepcnaeHnsmom. Me-
XaHM3Mbl TUNEpPCnieHn3Ma MNpU  PasINYHbIX
3aboneBaHusX pa3IMYHbI: NnoBblLEHHasA
cekBecTpaums QGOPMEHHbIX 3/1@MEHTOB KpPOBU
B  YBE/IMYEHHOW Ccene3eHKe, 3amepeHue
obpasoBaHMA W BbIxoga B nepudepuyeckyto
KpoBb QOPMEHHbIX 3/1EMEHTOB M3 KOCTHOrO
MO3ra, obpasoBaHue aHTUTen npoTuB
COOCTBEHHbIX 3PUTPOLUTOB, TPOMDOOLUTOB U
Ap- CnneHomeranuMa 4acTo COMPOBOXAaeTcA
rMNepcnieHn3MoM, HO TaKoe CoYeTaHue He AB-
naetca obsszartenpHbIM. TMNEpPCnAeHn3M MOXKeT
BO3HMKaTb M 6e3 cnaeHomeranuu (Hanpumep,
npu namonaTU4eckom TPOMbBOLMTONEHNYECKON

nypnype).

OcHoBHble MeXaHU3Mbl
cnaeHomeraamu

pPa3snUTUA

1. AKTMBaAUMA MMMYHHOM U PETUKYNO03HAO-
Te/MaNbHON CUCTEM NPU  AYTOMMMYHHbIX WU
MH)EKLMOHHbIX 3ab0N1eBaHUAX.

2. unepnna3sva pPeTUKYNO3HAOTENNANBHON CU-
CTEMbI MPOUCXOAUT NPU H6ONE3HAX, CBA3AHHbIX C
AEeCTPYKLMEN aHOMAJIbHBIX KNETOK KPOBM.

3. U3meHeHne KpOBOTOKA Yepes cesie3eHKy npu
UMppo3ax neyeHun, Tpombo3ax nevyeHoUYHoON, ce-
Ne3eHOYHOM M NOopTasibHOM BeH. [lepenonHeHne
cene3eHKM KpoBbio BCeACTBME MOBbILWEeHUA AaB-
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NeHnA B nopTaanoﬁ Cucrteme BbiI3blBaeT rmnep-
naasnio CoeaANHUTE/IbHOU TKaHU B CeNNe3EHKe.

4, 310Ka4YeCcTBEeHHble HOBOOOpPa30BaHMA.
MopaxkeHne ceneseHkn npu  Anmobomax,
NenKo3ax, BO3MOMHbl  MeTacTasbl  APYrux

OnyXonel B CENE3EHKY.

5. WHoOunbTpaumsa ceneseHKM maKpodaramm,
3aMo/IHEHHbIMM HemeTabo/M3MpPOBaHHbIMM
MNUAAMW UNU APYTUMKW NPOAYKTamu obmeHa.
3T0 MoOKeT 6bITb NPUYMHOW CnaeHOMeraauu
npu 60ne3HAX HAKOM/IEHUA B OCHOBE KOTOPbIX
nexuT gedmunt pepmeHTos, obecnevmBaroLLnX
YTUAN3ALMIO AUNUA0B. TaKOB Ke MEeXaHU3M
CN/IEHOMEra MM Npu amunonao3e, PasinUyHbIX
dbopmax remoxpomaTtosa.

7. O6beMHble NoparkeHUs - KUCTbl, reMaHIMOMblI.

OcHOBHble NPUYUHbI pasBuTUA
cnaeHomeranuu
1. «Pabouasa runeptpodua»  ceneseHKu.
OcTpble  UHOEKUMU:  BUPYCHble  (renaTwur,

uMTOoMeranoBmupyc), baktepumanbHble (cencuc, u
Ap-), NnapasutapHble (Tokconiasmos) u ap. Nogo-
CTpble MHbEKUUM: BaKTepmanbHbIM 3HAOKAPAMUT,
TyOepKynés, manapusa, rpubkosble MHOEKUMN U
Aap.

2. AMMyHHaa peakuua: CUCTeMHaa KpacHas
BO/YaHKa, cuHApom dentu, CcbIBOPOTOYHAA
60n1e3Hb.

3. Tnneptpodus B OTBET Ha paspyLLUEHME KNETOK
KPOBW: reMONNTUYECKME aHEMUM, Ay TOMMMYHHAA
HEeMTPONeHMNsA, XPOHUYECKMI FEMOANANNS.

4. 3acToiiHan CNaAeHOMEeraauns: UMppo3 MeyeHwu,
Tpomb03 uan Tpombodpnebut ceneseHoYHoOM
BEHbl, cMHApom baaana-Kuapu, Tpomb6o3 wunm
Tpo60bNebUT BOPOTHOM BEHbI, XPOHMYECKas
cepaeyHas HeoCTaTOYHOCTb (peaKo).

5. Onyxonesas cnaeHOMeranuns:

- XpOHUYeCcKMe mnenonpoandepatnBHble
3a60n1eBaHUNA (XPOHUYECKUI MUENONEINKOS,
WCTUHHAA NOAULMUTEMUSA, NEPBUYHDBIN
munenodpmnbpos, acceHUManbHan
Tpomboumtemna, MAC);

- XpoHuyeckne numoonponndepaTnuBHble
3aboneBaHun (MMMPOMbI, XPOHUYECKUI
NMMMdOoNenKkos, BOSIOCAaTOKAETOUHbI NeNKO3,
napanpoTeMHemmyeckne remob1acTosbl);

- OCTpbl€ NeNKO3bI;

- Apyrue: meTacTasbl paka (peako),
aHrMocapkoma (peako).

6. CnneHomeranna npu 60ne3HAX HAaKoNAEHUA
(6onesHb Mowe, 6bonesHb KoHoBanoBa-BuabcoHa,
reMmoxpomaTos, amMuaomaos, FMCTUOUMTO3bl U

ap.).

7. YBenuyeHue cenes3eHKM NPU  YacTbiX
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remoTpaHcdy3sumax (y TpaHCPy3MOHHO3aBUCUMbIX
60/IbHbIX).

8. Mpoumre NPUYNHBI: KUCTbI (UCTUHHbIE, NOXKHbIE,
napasuTapHble), HeAMarMoCTMPOBAHHbIN Pa3pbIB
ceneseHkun u ap.

Mpwn obHapyKeHMM Nanbnaymen B 1€BOM
nogpebepbe WAM NEBOM MNONOBUHE XKMBOTA
NAOTHOro obpasoBaHUAa 60NbWINX Pa3MeEPOB He
BCEra MOXHO C YBEPEHHOCTbIO YTBEPXKAATb, YTO
3TO yBe/NMYEHHaA cene3eHKa. TakaA cuTyaums
BO3MOXHA MNpU YBE/IMYEHHON /IeBOM MOuYKe
(HedponTo3, onyxonb, KUcTa, rMapoHedpos),
ONyX0/IN CENE3EHOYHOTO N3rMbBa TONCTOMN KMULLIKMK,
ONyXO/IM WAW KWUCTE XBOCTa MNOAMKENYAOYHOM
)enesbl, 3abPIOWMHHOIO MNPOCTPAHCTBA; WHO-
raa 3a cene3eHkKy NPUMHUMAIOT OMYyX0/b, UCXOAA-
Wyt u3 xenyaka. MNpu anddepeHumaumm stTnx
0bpa3oBaHM yYUTLIBAIOT C/ieaytoWMe MOMEHTbI
[21]: 1)yBennyeHune ceneseHKkn gaeT TynocTb npm
nepKyccumn KBepxy oT IX pebpa; 2) npu cnne-
HOMEraammM HEeBO3MOXHO «06BECTU» BEPXHUI
nontoc obpasoBaHuA; 3) HaMuMe XapaKTepHOoM
WHUM3YPbl MO BHYTPEHHEMY Kpal Cene3eHKu;
4) npoba dpesn: nocne NOAKONKHOIO BBEAEHUS
1 mn 1%-ro pactBopa agpeHannHa cesie3eHKa
MOXET BPEMEHHO COKpaTUTbCA  (MCKAtoYan
CNy4an BblpaxKeHHoro ¢ubposa u onyxonesbix
NMOpPaKeHU); OKOHYATENbHO PeLInTb AaHHbIN
BOMPOC MOKHO C MOMOLLbI MHCTPYMEHTANbHbIX
MEeTOLO0B;  pelaluwee  3HAYeHMe  UMerT
yNbTPa3BYKOBOE UCC/Ie40BaHME M KOMMNbIOTEPHAA
Tomorpadua GpPOLIHOM NOOCTH.

Bonpocbl, KoTopble cneayeT 3a4aTb
NauMeHTy, ¥ KOTOPOro onpeaennan yseanyeHume
ceneseHKu.

- He nepeHocunmn nu Bbl yaapa nau
TPaBMbl }MBOTa?

- NosABnAnacb My Bac B nocnegHee
Bpema 601b B IEBOM BEPXHEM KBaZpaHTe
MBOTA, B JIEBOM MOJIOBUHE TPYAHON KNETKK, B
N1eBOM naeye’?

- OTmeyaeTe /11 Bbl NOBbILIEHNE
TemnepaTtypbl?

- Habnoganuce nn y Bac 3abonesaHua
NneyeHu, renatnT UK KenTyxa?

- He 3ameuanu nu Bbl yBennyeHus
MMmbaTUYECKMX Y310B?

- Habnoganucb vy Bac apTpuTbl UK
6011 B 06/1aCTU CyCcTaBOB?

- He oTmeyanu nu Bbl B nocnegHee
Bpemsa BbICTPON YTOMAAEMOCTH, OAbILLKN?

- He 3amevanu nuv Bawun 6/1M3KMeE, YTO Y
Bac KpacHeeT A1uo? He roBopuan i Bam, Yto y
BaC KPOBb «C/MLIKOM rycTtas»? He otmeyaeTe nu
Bbl 3y, KOXM Noc/sie TeNA0N BaHHbI?

- He nepeHocKaM 1 Bbl paHee oCTPbIn

naHKpeaTuT?

ObsaszaTenbHble 06cneao0BaHNA Ha NEPBOM
3Tane AMarHOCTUYeCcKoro noucka

- YnbTpasByKoBOe uccienoBaHme
CeneseHKn, NeYeHu, CoCyI0B Cee3eHKN U neve-
HW, opraHoB HPIOLWHOM NONOCTH.

- KT opraHoB 6ptoLLIHOM NONOCTU, B TOM
yuncne n ceneseHKu.

- MONHbIN KNAMHMYECKMI aHANN3 KPOBM
C noacyeTom Bpayem-1abopaHTom (He anna-
paTHbIM MeTogom!) nenkouuTapHoi Gopmybl,
TPOMOOLMTOB M PETUKYNOLMUTOB.

- CBeaeHMA o TeMmnepaTtype Tena 1 ee
BO3MOHbIX BONHOOBPA3HbIX NoAbeMax.

- YpoBeHb 6unmpybmHa 1 ero ppakuuii.

- dnekTpodopes 6enkos u
MMmyHodepes.

- AHann3 moumn c YKa3aHuneMm Ha onpeae-
NeHne remocnaepunHa.

- PeHTreHorpamma rpyaHom KNeTku.

YBenuyeHve ceneseHkn (B CoOYETaHWUU
C yBe/NIMYEHMEM TNeyeHn unu 6e3) y naumeHTa
C nvmoaaeHonaTmen, remopparmyeckmm
CUHAPOMOM, JINXOPAAKOM, aHemuewn,
cneunduryeckumm N3MEHEHUAMM B
NnerKoumnTapHom dopmyne (numdoumTos,
noasieHne 6nactoB U Hespenbix dopm
rPaHyN0LMTOB, NOBbILLIEHNE KOIMYECTBA 303MHO-
¢éunos n 6asodpunnos, HopmouuTo3) ceMaeETENb-
CTBYIOT B MO/Mb3y COOTBETCTBYIOLLErO BapuaHTa
remobnacrosa.

XpoHuueckun  numdonernikos  (X11)
NPenMyLLeCTBEHHO [obpoKayecTBeHHasn
onyxonb, CcybcTpaT  KOTOPOW  COCTaBAAOT
mopdonormyeckm 3penble B-numoounTbl.

XNN - oauH 13 Hambonee pacnpoCTPaAHEHHbIX
remo6,1acTo30B M CamMoe pPacnpocTpaHeHHoe
XpOHUYeckoe nmméonponndepatnBHoe
3abonesaHue [14]. A. N. BopobbeB 1 coaBTopbI
(2000, 2003) BblgensAwT cemb ¢opm 3TOro
3aboneBaHus [6, 7].

- lobpoKayectBeHHaa ¢popma — Bbl3bIBa-
eT MeA/IeHHOe, 3aMeTHOE NILLb Ha NPOTAXKEHUMU
NIeT, HO He MecsleB, HapaCTaHWe B KpoBWU
NIeKoumnTOo3a U IMMPoLnTo3a.

- Mporpeccupytowan  (Knaccuyeckas)
dopma. Konmuyectso nemKouuToB HapacTaeT oT
MecsLa K Mecaly, Kak U BeIMinHa ammdatmnye-
CKWX Y3/10B.

- OnyxoneBasa popma. OcobeHHOCTbIO
ee ABNAETCA 3HAUNTENbHOE (BUAMMOE [1a30M)
yBennyeHme niMmdaTtnyeckmnx y3nos npu HeBbl-
COKOM NiIeiKoumTOo3e.
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- CnneHomeranuyeckasa ¢opma.
MpenmyLLecTBEHHOE yBE/IMYEHUNE CENE3EHKN
NPV HE3HAYUTE/IbHOM yBeANYEeHUU NMMOY3108B
N Pa3IMYHOM NenKoumnTose.

- AbpomuHanbHas popma xapak-
TepuU3yeTca 3HaUYUTENIbHbIM YBEIUYEHUEM
BHYTPUOPIOLWMHHBIX TMMPOY3/10B, KOTOPbIE
06pa3yoT NaKeTbl M OTYET/IMBO MANbNNPYHOTCA
yepes nepeaHIoo HPIOLWHYO CTEHKY.

- MponvmdounTtapHaa popma.
CybcTpaTom onyxoun siBAAKOTCA
npPoANMPOoLMTLI.

- KocTHomosroBaa ¢opma. BcTpeuyaetca
KpaliHe peaKo. XapaKTepusyeTtca UUTOMeHUew,
3aMelLLleHMEM KOCTHOrO MO3ra 3pebiMn TMmdo-
LUUTaMM, OTCYTCTBUEM YBEIUYEHUA NN HE3HAYM-
TeNbHbIM yBeAnYeHnem NMMPOy3N0B MevyeHn u
CeneseHKu.

MocnenHee BpemA B HalleW CTpaHe Bce
H6onbLue NCNONb3YIOT MeXAYHAPOAHbIE CUCTEMDI
ctagmpoBaHua no K. Rai et al. (1975) n ocobeHHo
J. Binet et al. (1981). Knaccudpukaumsa Rai et al.
npeaycmatpusaetr 5 ctragun X/1/1: 0 — nposs-
NAETCA TONbKO Hebonbwum nMmeouMTO30M B
nepudepmnyeckorr KpoBM M B KOCTHOM MO3re,
| — aumooumntos + ysennueHve nmmdoysnos,
I — numodountos + yBenmyeHue nnmooysnos
n/MNn yBennuyeHme ceneséHkn U/UnM nedyelm,
Il — avumdoumnTtos * yBenmyeHne nnMmooysnos
+ yBe/inYeHne cene3éHKM U/UNN NevyeHn + aHe-
mua (remornobun < 100 r/n), IV — numdoumTos
t yBennyeHne numooys3nos t yBenunyeHue ce-
Ne3EHKN U/Mnun neyeHn = aHemma + TpomboLM-
ToneHus (TpomboumnTbl < 100x10°/n) [27]. Knac-
cudumkaums Binet et al. npeaycmaTtpusaet Tpu
ctagmn: A — aMMmooumnTo3 * yBeNUYEHUE NUM-
¢doy3nos He bonee Tpex obnacten, B — numoo-
UMTO3 + reHepanM3oBaHHaA AMmbageHonaTma *
cnneHo- u renatomeranusa, C— ammdoumTos + re-
HepanusoBaHHaA MMMdaaeHonaTUs = CNaeHo- mn
renatomeranuns + aHemusa (remornobuH < 100r/n)
|[/1T|;])0M60L|,MToneHMﬂ (TPOomboumnTbl < 100x10°/0)
23].

B aHanuzax Kposu ana XJ1J1 xapakTepHsl
NenKoumTos (o1 He3HayuTeNbHOro 0o
1000x10° /n n 6onee), numoountos (80-100%
B Ma3Ke KpoBM), TeHW BoTkuHa-Nymnpexrta
(paspyweHHble nNpu  NPUrOTOBAEHUM  Ma3Ka
KpoBu Agpa IMmooumToB). B nyHKTaTe KOCTHOTO
mo3ra npu XJ1J1 BblABAAeETCA yBe/NYeHune
nmmooumnTtos bonee 30%, npu TpenaHobuoncum
NnoAB34O0LWHOM KOCTM OTMEYAeTCA XapaKTepHoe
anodoysHoe pa3pacTaHue MmeongHbIX
Knetok. [Mpn MMMyHOPEHOTUNMPOBAHMN B
95-98% cnyyaes XJ/1/T wnmeetcAa B-KneTouHbIn
UMMYHODEHOTMN OMyXoneBbIX KNetok — CD 5+,
CD 19+, CD 20+, CD22+, CD 23+, CD 43+, CD 79a+.
Hannume 6onbworo konuyectsa CD 38+ KneTok
ABnAeTca HebnaronpuATHLBIM MPOrHOCTUYECKUM
dakTOopoM. T-kKneTouHbIM X/1/1 BCTpevaeTca oYeHb
peako. buoncua numbatmyeckoro ysna npwm
X171 npoBoaunTCca € uenbto gudpdepeHumanbHoM
ANArHOCTMKM ¢ aumpomamm B CTaguu

PucyHok 1. YBenunueHue ceneseHKU U NeYeHn y
6onbHoro XJ/1.

nenkemmsaumun. B HacTosee Bpema Npu Hanu-
UMM BO3MOXKHOCTM MMMYHOPEHOTUNUPOBAHMA
nmmoountos neprudepuyeckort KpoBM MeTog0m
NPOTOYHOM LUTOMETPUN B NpoBeaeHUM Buoncum
NMM®ATUYECKOro y3a1a B BONbLUMHCTBE C/y4YaeB
HeT HeobxoANMMOCTH.

LuToreHeTnyeckoe nuccneposaHue
npoBoAnTCA MeToa0M CTaHOAPTHOro
KapunotunupoBaHna wunm FISH. XpomocomHble
MyTaumm obHapykusatoTca b6onee yem B 80%
cnyvaes XJ1/1 u 4acto ABNAKOTCA MHAOMKATOPOM

nporHosa 3aboneBaHus; del13q14 BbisB-
naetca B 60% cnyyaes, nporHo3 6naronpwu-
ATHbLIW; TPUCOMMA MO XPOMOCOME

12 BbiaBnaetcAa B 15% cnyyaeB, MPOrHoO3
6naronpuaTtHoin;  delllq BblAB/IAETCA B
10% cny4yaeB ©“ MOMKET accoOLUMPOBATLCA
C PEe3UCTEHTHOCTbIO K alKUAUPYIOLWMM

xumuonpenapatam; dell7pl3 sbiAsnaetca B 7%
cnyy4aeB, MNPOrHO3 HebBMAronpuATHBIN, KAOHbI
yacto ObIBAlOT YCTOMYMBbLI K CTaHAAPTHbIM
CXemam XumumoTepanmm C UCMOAb30BaHMEM
ANKUINPYIOLLNX npenapartos n/vnu
aHanoroB nypuHa; del6g2l xapaKtepusyetca
HebnaronpmATHLIM NporHosom [5, 9].

3HauUUTeNbHbIX Pa3MepoB Cesie3eHKa Y
6onbHbIX XJ1/T gocTuraet npu cenes3eHOYHOM
n nponnmoounTapHoii dopmax 3aboneBaHUA.
MHorga OHa  3aHMMaeT  MOJIOBUHY  WAM
NpaKTUYecku BClo BplolwHy0 noaoctb (puc. 1).
B Takux cnydyasx, Kak AMArHOCTUYECKMM, TaK U
nepBbiM ne4yebHbIM MeponpuATUEM sBAAETCA
CNAEH3KTOMUA (pUC. 2), NOCKONbKY C UCMNOJb30-
BAHMEM TO/IbKO LIMTOCTAaTUYECKOW Tepanuu He
Bceraa yaaercs «ybpaTtb» TaKyto Maccy onyxonu.

Nieikos
B-KnetoyHoe

BonocaTokneTouHbIN
(BKN) - XPOHUYecKoe
nmmoonponndepatuBHoe 3aboneBaHue,
XapaKTepusyloweeca HaMYMeM «BONOCATbIX»
ammoounToB B nNepupepuyeckon KposBu W
KOCTHOM Mo3re, TMmM$ongHON UHOUNbTPALMEN
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KOCTHOrO MoO3ra W ceneseHkn u ¢ubposom
KOCTHOro Mo3ra. PaHee 370 3aboneBaHue
paccmaTpuBanocb Kak BapuaHT XJ1/1, Ho
nosgHee 6b110 BbIAENEHO B CaMOCTOATENbHYHO
Ho30/0rMYeckyto  ¢popmy. Yactota  3Ttoro
nelikosa HesenuKka (1 — 2% Bcex NeMKo30B),
CcpeaHuit Bo3pacT Havyana 3abonesaHua 55 ner,
COOTHOLLEHME MYKUYMH U KeHLwmH 5:1 [5, 20].

KAnHmyeckune npossnaeHns obycnosieHbl
Ha/M4MEM U BbIPAXKEHHOCTbIO MNaHUUTONEHUM
M COOTBETCTBYIOLMX KAMHUYECKUX CUHAPOMOB
(aHemmnyueckmi, remopparuyeckumn,
NHOEKLMOHHbBIX OC/IOMKHEHWUI) U 3HAYUTENbHbIX
pasmepoB cnieHomeranumn (BcTpeyaetca y
90% 60nbHbIX) [19]. YBennyeHMe nevyeHU BblI-
asnaetca y 50% naumeHToB, AnMmdaaeHonatus
He XapaKTepHa [19, 20].

B nepudepunueckoii Kposmny 70% 60nbHbIX
BbIABNAETCA NaHLUMUTOMNEHUA, HEPEAKO OTMeYaeT-
CA TAXKeNas HeNTponeHus u TpombouuToneHus.
3HauMTeNbHO peKe 0bHAPYKMBAETCAYMEPEHHbIN
nenkouuntos (He 6onee 20x10°/n). Mpn npocmo-
Tpe MasKa nepudepuveckon Kposu onpege-
naetca noanmopdumsm AMmeoumToB: HapAaay C
TUNUYHBIMW TMMOLUTAMM BCTPEYAOTCA NNM-
dbonaHbIE KNETKM C KOMOJIONKEHHOM» CTPYKTYPOM
A4pa, a TaKKe C XapaKTepPHbIMU BbIPOCTAMU UU-
TOMN/1a3Mbl (KBOIOCKM» MU KBOPCUHKNY). «Bono-
catble» immoounTbl BcTpeydatotea B 90% cayyaes
M ny4lle BbIABNAIOTCA NPU Pa30BOKOHTPACTHOM U
9NEKTPOHHOM MUKPOCKOMUMN.

Mpn  unccnegoBaHUM  MUENOTrPaMMbI
Ha ¢OHe MaJIOKNeTOYHOro KOCTHOTO MO3ra
BblABNAETCA YyMeHblUeHune KoanyecTsa
rpaHynoumtoB (Ao 15-20%) u nAumooumtos
C HaAnumem «BONOCATLIX» KNeToK. Hepepgko
NONlYYMUTb aCNMpPaAT KOCTHOrO MO3ra He yaaeTcs B
cBA3n ¢ ero pubposom. bonee nHbopmaTMBHOM
B 3TUX CAy4Yasx sABAsAeTca TpenaHobuoncua
NPU KOTOPOM OOHAPYKMBAKOTCA BblPaAXKEHHbIN

¢dnbpo3 KoCcTHOro mosra u AnmoonaHas
MeTanaasus.
[Ona  OMarHoCTMKM  MMeeT  3HaYeHue

XapPaKTEePHbIN  UMMYHODEHOTUN  OMYyXONEBbIX
knetok CD11c, CD19, CD20, CD22, CD25, CD
103 (Hanbonee BaxkHbIM KpuTtepwuit), FMC7 u no-
BEPXHOCTHbI UMMYHOrNobynuH. MoaTeepxaaeT
ANArHO3 LMTOXMMUYECKOEe UCcCNef0BaHNe —APKaa
andodysHaa peakums Ha kucayto docdartasy, He
NOAABAAOLWYIOCA TAapTPAaTOM HaTpuA. MyTtauma
BRAF V600E B nnmdoumnTax KPpoBM M KOCTHOrO
MoO3ra BcTpevaeTca y Bcex 60/1bHbIx BK/1.

OnvtensHoe Bpems OCHOBHbIM METOZOM
neyeHua BK/1 6bina cnaeHakTommA. CyLiecTBeH-
HOoe YyAy4ylWeHMe WAM HOPManM3aums remaTo-
NIOTMYECKMX MOKasaTesiell Moc/ie C/AEHIKTOMUMU
Habnopaetca y 70-80% naumeHTOB, OZIHAKO B
H6ONbLINMHCTBE CNyYaeB AAUTENIbHOCTb PEMUCCUM
He npeBbllwasa AByx-Tpex net [9, 20].

CoBpemMeHHasa TpexaTanHaa Tepanus
c NCMNO/Ib30BaHMEM PEKOMBUHAHTHbIX
NHTEepdEPOHOB, NYyPUHOBbIX aHanoros

PucyHok 2. MlayueHm K., 8 2010 2. 8 so3pacme
28 nem obpamusca K 2emamorsozy AMypcKol
obnacmuoll NoAuKAUuHUKU (2. bnazoseujeHck).
3Ha4YumensbHO yBenuvyeHHAA cesne3eHKa 3aHU-
mana 6onabwyo 4acme bprowHOU nosocmu.
Jlumgphamuyeckue y3nbl He ysesnu4eHol (8 Mom
yucse nosocmHelie - no 0aHHeiM KT). B KauHuU-
YEeCKOM aHasnu3e Kposu: 2emoenobuH — 112 2/n;
apumpouyumsi - 3,54 x 1012/n; nelikoyumel -
156,6x109/n; mpomboyumesi - 90x109/n; CO3
— 50 mm/4, nponumgpoyumsl — 77%, ceameH-
mosdepHsbie - 3%, numgpoyumesl — 20%. [Mposo-
ounca OughgpepeHyu-anbHbIl Oua2HO3 Memoy
nponumgoyumapHol gopmol X/1/1 u aumgo-
moli cene3eHKU ¢ nelikemuszayueli. Ha gpomoepa-
¢huu — cnaeHsKmMomus, cenedeHka nayueHma K.

lucmonozuvyeckue npenapamel (6s10Ku)
6oinu HanpaeneHol 8 POHL um. BnoxuHa. [u-
cmosoauA: 8 2UcCmoso2u4YecKux npenapamax,
U32omoesieHHbIX U3 rnpedocmassneHHolx b6i0-
KO8, 8 Cpe3ax MKGaHU Cene3eHKU 2ucmoapxu-
MeKMOHUKA HapyweHa 3a c4em MAacCU8HO20
Oughgpy3Ho20 UHGUABMPAMA U3 MOHOMOPEPHbIX
HebobWUX AUMGPOUOHbLIX KAemMOK C OKpya:bl-
MU A0pamMu, 8 KOMOpbIX 8U3yanusupyemca ma-
/IeHbKoe AO0pPbIWKO. B cocydax kanunnapHozo u
CUHYCOUOHO20 murna — MesKue aAuM@OoudHble
Kaemku ¢ ebleonucaHHol mopgposnoeuell. Ha
cpe3ax ¢ napaguHosozo b6s0kKka nposedeHo UIMX
— uccnedo8aHUe € UCMoAb308aHUEM aHMumMmen.
Knemku dughgpy3Hozo onyxonesoz2o UHgpuUabmMpa-
ma mMoHomopghHO aKcnpeccupyrom CD 20, Jg M.
C Opy2umu mapKepamu 8 OryxosnesbiX KAemkax
peaxkyuu HeaamueHsl. Cpedu onyxosnesozo cyb-
cmpama 8U0OHbI cKorisneHus T-knemok CD 2+, CD
3+, CD 4+, CD 5+, CD 8+ (numgoudHsie, num-
mopuasnbHele Kaemku). 3aknwveHue: C yyemom
KAUHUKO-1a60pamopHbix OaHHbIX, Mopghoso-
au4yeckux ocobeHHocmeli u ummyHogeHomuna
8 MKAHU cesle3eHKU rnopaxeHue cybcmpamom
B-KnemoyHo2o nponumgoyumapHo2o neliKosd.
Mo nony4eHHbIM pe3ysnbmamam UMMYHO2U-
CMOXUMUYECKOo20 UCC/1e008aHUSA NnayueHmy 8bi-
cmassieH 0uaeHo3: B-KnemoyHebll npoaumaeoyu-
mapnsili neliko3 (npoaumgpouumapHaa gopma
B-X/1/1, no Knaccuguxkayuu A.U. Bopobbesa). la-
yueHmy rnposedeHo 6 Kypcos xumuomepanuu ro
npomokony RFC (pumykcumab, ¢pnydapabuH, yu-
KnoghocghaH). MocnedHuli Kypc - 8 agaycme 2011
2. locmueHyma nonHas pemuccus 3a60s1e8aHuUS,
KomopasA coxpaHAemcs no Hacmosauwee epems.
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(knagpnbuH, neHToCTaTUH), pPUTYKCMMaba (npwu
OTCYTCTBUM PEMUCCUMM MNOCAEe NepBbIX ABYX 3Ta-
noB) NPMBOAUT K BbICOKOMY MPOLLEHTY PEMUCCUI
N AAnTenbHon 6e3peunamBHOM BbIXKMBAEMOCTHU
[9, 20], B cBA3M C Yem TOYHaA BepudUKaLMa 3TOrO
OMarHo3a C NOMOLLbHO BbIWEONMUCAHHbIX METO-
[0B O4YeHb BaxkHa. CN/IeH3KTOMMA B HAcTosALLee
Bpemsa nauueHTam ¢ BK/1 8 6onbLUMHCTBE C/ly4aes
He BbINOJIHAETCA.

Numpombl - 31O reTeporeHHasn
rpynna nammoonpoandepatmBHbIX  OMNyXonew,
pasnunyatowmxca no bMonornyeckMm CBOMCTBaM,
MOPGPONOrMYECKOMY CTPOEHUIO, KIMHUYECKUM
nposABAEHUAM, OTBETY Ha Tepanuio U
NPOrHo3y. CoBpemeHHas  KnaccuduKauma
nmmeom OCHOBaHa Ha KNUHUYECKMX,
MOPPONOrMYECKMX,  MMMYHOPEHOTUNNYECKUX
n MONIEKYNAPHOTEHETUYECKUX  MPU3HAKaX,
OMUCbIBAaEMbIX ANA Ka*KAOro W3 BblgeNsieMblxX
3aboneBaHnit [18]. Bce numbombl MOMKHO
YC/IOBHO pa3genvTb Ha WHAO/IEHTHbIE
(nobpoKayecTBeHHblIE) U 3/10KAYECTBEHHbIE.
NumdapeHonatma npu  AMMpomax  MOXKeT
ObITb KaK pPervMoHapHOro xapakTepa, TakK MU
reHepasn3oBaHHOM. [Tpn 6obLLINHCTBE IMMOM
N3MEHEHMA B aHa/IM3axX KPOBU (33 UCKNOYEHMEM
yckopeHHoro CO3) oTCyTCTBYHOT, MHOr4a MOryT
6bITb aHemMusi, naHuuToneHus. Ho B cTaauu
nenKkemmsaumm (MeTactTasupoBaHUA B KOCTHbIM
MO3r) HeKOTopbiXx NMMPOM B aHanM3e KpoBu
MOTYyT MMETbCA JNeMKounTo3 U AnumdoumnTos,

pexe - 6nacto3, ecam nenkemusnmpoBasacb
nmmoobnacTtHas Ammooma. Pewarouwmm
MeTOZAOM, MO3BOMAIOWMM  BbICTaBUTb  AU-
arHo3, ABNAeTCA  OnepaumoHHaa  bHuoncus
nMmdaTtnyeckoro  ysna ¢ obAsaTenbHbIM
NPUroTOBNEHMEM  CEepuMM  OTMEYATKOB M
nposeaeHnem MMMYHOTUCTOXMMUNYECKOTO

nuccnepgoBaHuA. s peweHus Bonpoca o
MOPa)KeHMM KOCTHOFO MO3ra peKkomeHayeTcs
BbINONHATL BuMNaTepanbHylo TpenaHobuoncuio
noAB3AoLHbIX KocTel [7]. Mo coBpemeHHbIM
NPeAcTaBAeHUAM, ANA AUArHOCTUKU NMMPOM
HeobxoAMMO  CcOYeTaHMe  LMUTONIOrMYECKOTO,
TMCTONIOrMYECKOrO, WMMMYHOTMCTOXMMUYECKOTO,
B pAge C/Ay4aeB - UMTOreHeTMYecKoro u
MOJIEKYNAPHOTO uccnenosaHuii [18].

CnneHomeranua [0BONbHO YAcTO YXKe
MMeeTCA NPU NEPBUYHON AMATHOCTUKE IUMEOM.
MHorpa ceneseHKa 3aHMMaeT 60/blIyl YacTb
bptowHoM nonoctn. MoxKeT UMMeTbCA  Kak
nepBMYHaAIMMbOMa cenes3eHKM cnocaesyowmm
nopakeHmem nMmeaTUYecKnx y3/i0B, KOCTHOIO
MO3ra M ApYrnux OpraHoB, TaKk U CNAeHOMeranuna
NPW pPacnpOCTPAaHEHUN MNEPBUYHON OMYXOau
NMMPOY3N0B U APYrMX OPraHOB.

Nnmooma MapruHasbHOM 30HblI
ceneseHkn (/IM3C). MapruHanbHas 30Ha pac-
MO/IOXEHA Ha rpaHuue mexay 6enon n KpacHom
nynbnon. MMeHHO 34ech Yalle BCero HaymHaeTca
NaTONIOTMYECKMA  NPOLEeCC  NepepoXKaeHua
HOPMabHbIX GYHKLMOHANbHbBIX NTMMOOLUTOB M
APYTUX KNETOK Cene3eHKM B 3/10Ka4eCTBEHHYIo
ONyXO/NIEBYID  TKaHb. 310 3aboneBaHue

BCTPeYaeTcsa OTHOCUTeNbHO peako: 20% ot
BCEX IMMPOM MapruHanbHON 30HbI U AnWb 3%
OT BCEX HexXOAXKKUHCKux numdom [15, 18, 20].
OcHoBHbiMK npoasneHnamu JIM3C asnatoTcA
3HauUTeNbHasA CNAeHOMEranuna, a TakXe nopa-
YKEHME KPOBM M KOCTHOIO Mo3ra. Yacto ammeoma
MApPruHaAbHOM 30Hbl CeNe3eHKM MpPOTEKaeT
6eccumnTomMHO. WMHorga 6o0nesHb BbiABAAETCS
CNY4YaMHO B Xo4e NPoduIaKTUYECKOro ocMoTpa-
Kak n npum Bcex onyxonesblx 3aboneBaHusX,
npu AMmeome MaprimHaabHOM 30Hbl CENE3EHKN
60/1bHOM MOMeT owyLaTb cnabocrtb,
MOBbLIWEHHYKD  YTOMJIAEMOCTb, YpPe3MepHYyto
notameocTb. Korga 60n1e3Hb NepexoanT B CTaANI0
NPoOsBAEHUA, TO U3-32 YBE/IMYEHHOM Cene3eHKU
60/NbHOTO  MOXKEeT OecrnoKouUTb TAMECTb B
nesom nogpebepbe. YBenUYEHHas cene3eHKa
OKa3blBaeT AaB/neHne Ha bansnexalme opraHbl
(*kenyook U KUWeYHWK), BCNeacTeme 4ero
HacbllLeHWe BO BpemMs efbl HacTynaeT paHblue,
yem 06bl4HO. MoryT oTmevatbca W apyrue
CMMMTOMbI, TaKMe KaK noabemMbl TemnepaTypbl
no Beyepam W CTpeMuTeNbHasAs noTeps Beca.
Heobxogum puddepeHumanbHbii AMArHO3 C
HEKOTOPbIMM BapMaHTaMN AIMMPOM, B HaCTHOCTH,
MMMOOMON  30HbI  MaHTUK, GONNUKYNAPHOM
nmmeomon,  NMMMPOMON  KpacHOM  NyAbnbl
CeneseHkKn u Apyrumn. B 6onblUIMHCTBE Cnyyaes
NOCTaBUTb TOYHbIN AMArHO3 MOMKHO TO/IbKO Noc/e
FTMCTONOMMYECKOTO M MMMYHOFMCTOXMMUYECKOTO
nccnepfoBaHun yOaneHHom ceneseHKu.
Mocne ypaneHua ceneseHKM B OONbLIMHCTBE
C/y4aeB Yy MaUMEHTOB BOCCTAaHAB/AMBAETCA
KO/IMYECTBEHHbIN COCTAaB KPOBW, 3HAUYUTENbHO
YMEHbLUAEeTCA  onyxoneBas  MHPUAbTPaALUA
M B LENOM YAy4yllaeTCcA Ka4yeCcTBO KU3HWU
yenoseka. Ecnm 3aboneeaHune nporpeccupyer,
Ha3Ha4yaeTca XMMuoTepanua. B peakmx cayyanx
(10-20%) [15] numdboma MaprvHanbHON 30HbI
ceneseHkn TpaHCcOOPMUPYEeTCA B arpPecCUBHYIO
dopmy numebomsbl, Hanpumep, B AndPy3HyO
KPYNHOKAETOYHY!IO.

iumdboma KpacHOW Nynbhbl CENE3EHKU
— pepKasa natonorva, npeanosnaratb KOTOPYyto
cnegyet npu  3HAaYUTENbHOW CNEeHOMEeranmm
M nmmdounTo3e C BOPCUHYATBIMM HOopMamm
NMMOOLIUTOB, MMELLMMMU NILLb YaCTb MAPKEPOB
Knaccuyeckoro BKJ/l, npu cCKygaHOM nopaxkeHumn
KOCTHOro mo3ra. CTaHZapTOmM AMArHOCTUKU WU
NleyeHua aBnseTca cnaeHaktomua. Aunddepen-
LUManbHbIM anarHos ¢ BK/ u gpyrumm anmeoma-
MW MMeeT YeTKkue Kputepum [1].

Mpn NepBMYHOM ANArHOCTMKE NMMGOMbI
XoAXKKMHa cnaeHomeranusa BCTpeyvaeTcA
B 10-48% cnydyaes, a renatomeranvma B 10-
30% [7]. YacTto pasBuBaeTcA NEPUCMNEHMT,
XapaKTepusyeTcAa OCTPbIMM, OMNOACHIBAOLWMMU
6onamu. Mpu mopdonornyeckom nccnesoBaHnm
ceneseHKka npu numeome XOoAKKMUHA BbITNAANT
cnepyowmm obpa3om: Ha pa3pese B TUMUYHBIX
C/ly4anx BUAHbI CepoBaTble OMyX0/eBble Y3e/KH,
NpocTynarowmne Ha TeMHO-KpacHOM ¢oHe W
npuaaloliMe en XapaKTepHblA NEcTpbii BUA,
NONYYMBLUMIM  KNaccMyeckoe  onpegeneHue
«nopdupHaa ceneséHka» 3a CXOACTBO CO

66 «AMYpPCKMIiT MEAMLIMHCKMIT >KypHam» Ne2 (26) 2019



E.‘.::.'. s
PucyHoK 3. CeneseHka 6onbHoro ammdpomoi
XoAaKKunHa

wanpom KamuHsa nopdupa (puc. 3); B TKaHuU
cenes3éHKM ovarosble MNPOABAEHUA NUMPOMBI
XoAXKMHa  codyeTatotcas € AaMmbonpHoOM
rmnepnnasmen (0CobeHHO B Ha4YaNbHbIX CTAAMNAX)
N remocuaepo3om Ha NMoYBe KPOBOWU3AUAHUMN U
YCUNEHHOTO reMO/1M3a 3PUTPOLLUTOB.

XpOHWYECKMIA  MMenonemkos - 370
ONyX0/ib, KOTOPasA BO3HMKAET U3 PAHHUX KNETOK-
npeawecTBeHHNUKOB MUenonossa, anddepen-
LMpyrowmxca Ao 3penbix Gopm, KNeToYHbIn cyb-
CTpaT NenKo3a NpeacTaBAAT NPeUMyLLEeCTBEHHO
rPaHY/NIOLUTbI, B OCHOBHOM - HEUTpPOOUAbLI. [nA
XMJT xapaKTepHbl cnegywouwme M3MEHeHUA
KapTWUHbl KPOBW: MNOCTENEHHO HapacTaloWmin
NEeMKOUMTO3, YBE/IMYEHUE COAEP)KAHUA TpaHy-
nouutos Ao 85-95%, Hannume Hespenbix rpa-
HY/OUMTOB — MMWENOUMTOB, MEeTaMWeNoLNTOB,
NP 3HAYUTENIbHOM JIEKOLUTO3e — Hepeako
NPOMMENIOLNTOB, @ UHOTAA eANHUYHbBIX 61ACTHBIX
KNETOK. XapaKTepHO yBe/NMYEHUE COAEprKaHuUA
6aszopmnos n 303MHOPUNOB («303UHOPUNBHO-
6asopunbHaa auccoumaumsa»), YMeHblUueHue
yucna naumounTos. [na XpoHudeckon asbl
XMJ1 xapakTepeH TpombouuTto3, B dasax
akcenepauuMm wn  6nactHoro Kpusa (ocTpoit)
HapacTtaeT TpombouuToneHua. KnnmHuyeckas
KapTMHa 3aboneBaHUA XxapaKTepusyeTca renato-
n cnaeHomeranuen, WHTOKCUMKALMOHHbIM
CUHAPOMOM.

XMJ1 — nepBblit U3 ONUCAHHbIX 1EMKO308B
(P. Bupxos, 1845) n nepBoe OHKOMOTMYeCcKoe
3aboneBaHne, nNpuM KOTOPOM Yy 4esioBeKa
obHapyXeH cneunpuyeckMin  XPOMOCOMHbIN
mapkep — o¢unagenbouiickaa (Ph) xpomoco-
Ma — XPOMOCOMA 22 C YKOPOYEHHbIM AJ/IMHHbIM
nneyom. Ha pAMHHOM nnevye XpPomMocombl 9
pacnonaraetcs reH ABL. Mpu t (9, 22) yacTb
3TOr0 reHa OKa3blBaeTCAs MepemMeLleHHONn ¢
XPOMOCOMbI 9 Ha A/IMHHOE N1IeYO XPOMOCOMbI 22
B /IOKYC pacnosioxeHus reHa BCR. B pesynbTtaTe
obpasyeTca canTHbIN reH BCR/ABL. Obpa3soBaHue
B pe3y/ibTaTe TPaHCN0KaL MM JAHHOTO XMMEPHOTo
reHa npPUBOAMT K CAeAyoWMM BaXKHEULWUM
M3MEHEHMAM B K/ETKe: YBe/MYMBAETCA ee
nponvdepatMBHaa  aKTUBHOCTb,  CHUMKAMOTCA
agresus K 6esKkam CTPOMbl KOCTHOTO mo3ra u
MEXKK/IETOYHOE B3aUMOAENCTBME, MHIMOUpYyeTCcA

anonTo3. AKTMBaAUMA PA3AMUYHbIX TUPO3UHKMHA3
ABNAETCA  MYCKOBbIM  MEXaHWM3MOM  3TOro
npouecca. MNpenmyectso B NpoandepaTuBHOM
aKTMBHOCTW, KOTOpoe npuobpeTaeT B [AHHOM
CUTyauMM NaTONOFMYECKUIA KAOH, NPUMBOAMUT
K MOCTENEeHHOMY pPacCWMPEeHMIo naaugapma
NaTO/I0rM4YECKOro KPOBETBOPEHMA U BbITECHEHMIO
HOPMA/ZIbHOrO  remonoss3a, a YMeHblueHue
aaresum — K xapaktepHoun gna XMJ1 umpkynaumm
He3pesibIX 3/1eMeHTOB remornossa, B TOM 4ucne
KNEeTOK — npeaLlecTBEHHMKOB, C MOABAEHUEM
04aroB 3KCTPaMeayNNApHOro KpoBETBOPEHMUA
B cefie3eHKe W nevyeHn. CHUXKEHME anonTos3a
UrpaeT 3HauYUTENbHYIO POJb B yBEMYEHUM MACCh
onyxonu, a 6narogapAa BbIKMBAHWUIO KAETOK
C [06aBOYHBIMM MyTaUMAMM W B 3IBOJOLUMU
60/1€3HU B 3/10KAYECTBEHHYO CTaAMUIO.

B Teyenunm XMJ1 Ha  oOCHOBaHUM
KAMHUYECKUX XapPaKTEPUCTUK M nabopaTopHbIX
OaHHbIX BblaenAT Tpu ¢asbl.  Okono 85%
nauneHTos ¢ XMJ1 K MOMEHTY MOCTAaHOBKM
AMArHo3a HaxodAaTca B XpPOHMYeckon dase
[13]. B TeyeHue 37Ol ¢a3bl KAMHUYECKUE MpPO-
ABNeHMA O0O6bIYHO OTCYTCTBYHOT WAW  UMEIOT-
CA He3HauuTesibHble CUMMMTOMbI, TaKue KakK
HEeLOMOraHue WAM YyBCTBO «NEPEnoJIHEHUA»
KenyaKa u3-3a yBenmueHua ceneseHku. [po-
OO/IKUTENbHOCTb XPOHUYECKOM $asbl pasinyHa
M 3aBUCUT OT TOFO, HAaCKONIbKO paHo 6blio Ana-
rHoCTMpoBaHO 3aboneBaHMe, a TaKKe OT Npose-
AéHHoro neyveHuna. CoppemeHHaa Tepanua XMJ1

MHIIMBUTOPaMM  TUPO3UHKMHA3  cnocobcTeyeT
TOMY, yTo 60/bLUMHCTBO nauneHToB
MMeeT BO3MOXHOCTb [OCTUYb He TOJIbKO

KNAMHUKO-TEMATONOMMYECKOro, HO M MNOJHOro
LUMTOreHeTU4YecKoro n 601bLLIOro MONEKYIAPHOIo
otBeToB 6e3 nporpeccMpoBaHuA, 4TO AaeT
OCHOBaHMA CTaBWUTb BOMPOC O BO3MOMKHOCTU
n3neyeHus atoro sabonesaHus [13].

Mpw oTcyTcTBUM 3PPEKTUBHOIO leyeHus
3abo/s1ieBaHKe nepexoauT B ¢pasy akcenepaumm u
6nacTHOro Kpu1sa. BaTn cTaanmn ceneseHkay Takumx
NauMeHTOB MOXKeT 3aHMMaTb 6Oo/blIy0 4YacTb
6prolwHOM nonocty. OAHAKO B HACTOALLEE BPEMS,
npu Tepanum MHIMbUTOPaMmn TUPO3MHKNHAS, 3TO
NPOUCXO4MUT HeYacTo.

MepBUYHbIN muenodpunbpos (MMo,
CUHOHUMBbI - cybneMKeMUYecknin  muenos,
OCTEOMMENOCKAEPO3, NaMonaTu4ecKum

MNenoPpubpo3 nT.a.) —XPoOHMUYECKOE KNOHAIbHOE
MuenonpoandepaTMBHoe 3abonesaHue,
KOTOpPOE BO3HUKaEeT BCAeACTBME TPpAaHCPOopMaLLMm
KNEeTKNW - MNpeawecTBeHHUUbl MWesonossa
n XapaKTepuayeTca cnaeHomeranunen,
NIENKO3PUTPODBIAaCTUYECKOM KAPTUHOW KpPOBMU,
Bblpa*KeHHbIM  GUOPO3OM  KOCTHOrO  MoO3ra
M Ha/IM4MeM O0YaroB 3KCTpPamedyNNAPHOro
remonossa [12, 19]. 3to bonesHb Atogel cpea-
HEro M MNOXMA0ro BO3pacTa: MaKCMMasbHan
3aboneBaeMocTb OTMeYaeTca B BO3PACTHOM
rpynne 50 — 70 net [12, 19]. lnua oboero nona
6onetoT 04MHAKOBO YacTo. B 6onblwMHCTBE CAy-
YyaeB BeAYLWMMWU KANHUYECKMMU CUMMNTOMaMMU
AaHHOro 3aboneBaHUs  ABNAIOTCA  BblPaXKeH-
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Haa cnneHomeranua (puc. 4) U aHemuYecKui
cuHApPOM. OyeHb YacToO yXKe Ha pPaHHWUX 3Tanax
onyxonesoit nporpeccun M@ ceneseHka
3aHMMaeT 6o/blyl YacTb OPIOWHOM NONOCTU.
KAMHUYECKMMM NPOABAEHUAMM 3HAYUTENbHOM
CNAEHOMEraINN  ABNAIOTCA UYYBCTBO TAMKECTMH,
OLLyLLEeHNE COABNEHUA KeNyaKa U KULLIEYHUKA,
nepuoanyeckune 60nu, BbidbiBaeMble MUHGAPKTOM
ceneseHKn u nepucnaeHnTom. Knaccuuyeckom
NPUYMHON YyBEAUYEHWUA CENe3eHKM CYUTaeT-
CA TPEXPOCTKOBasi MMENOMAHaA MeTannasua C
npeobnafaHMem 3puUTPONO33a, a NPU BapuaHTe
C NeNKOLUTO30M M TPaHYyNoLMTONO333a; BTOPOM
BO3MOXHOM MPUYUHON CNNEHOMEranuMmM ABNA-
€TCA OC/NIOKHEeHWe MNOPTaZIbHOW TMNepTeH3nEN,
a TaKXe YyCcuneHue  AenoHupylowen wm
ceKkBecTUpyrowen ¢yHKUMM ceneseHKkU. Yacto
oTMeyvaeTca ee anddy3HbI cknepos. bonee yem
Yy NONOBWHbI BONbHBIX NPU NEPBUYHON AMarHo-
ctuke NMM® onpeaensetca renatomeranusa [12].
3HaunTenbHoe yBennyeHne neyvyeHn y 60NbHbIX
NMVI® Habnogaetca nocne cniaeHskTomuu. B
cBA3n ¢ $PMBPO30OM KOCTHOrO MO3ra nosyyeHue
acnuparta 3aTpyaHuTenbHo — y 50% 60/bHbIX
OTMEYaeTCA T-H. «cyxon» nyHKTaT [12]. Mpwu ructo-
JIOTMYECKOM UCCnefoBaHMM TpenaHobuonTaTos
NnoAB340WHON KOCTU BblAENAT ABE CTaauu
NMM®: npeadpunbposa (knetouyHas ¢asa) u ctagua
¢1bpo3a, xapaKTepu3yowanca BblpPaXKEHHbIM
Mnenopmbposom n octeocknepo3om. OCHOBHbIE
OMArHOCTUYECKME KpuTepuu: TpenaHobuoncua
noAB3A4OWHOM  KOCTU  C  TUCTONOTUYECKUM
nccnefoBaHMEM MNOMYYEeHHOro mnpenapata W
nccnefoBaHMe MyTauuKM B reHe TMPO3UHKMHA3bI
JAK2 (JAK2V6617F), pacno/io}keHHOM Ha XpOMO-
come 9. CumTaeTca, YTO AaHHAA MyTaumA BCTpe-
yaeTtca B 60% npu MM® [12, 15].

Mpn wcTMHHOM noanuuTemun (UN) B
ctaaumn l1A ceneseHKa He3HAYUTENIbHO YBEIMYEHA
33 CYET MOBbIWEHHOIO KPOBEHAMOMHEHMA,
B cragmio IIb  oTmevaeTca 3HauuTesbHaA
CnAeHOMeraana 3a cyeT ee MUesNoUaHOM
MeTaniasuu. B  TepmuHanbHOM  cTaauu
3aboneBaHNA UMeEET MeCTO NOCTIPUTPEMUYECKARA
MeTannasuna ceneseHKkn. BtTepmmnHanbHom ctagmm
WM (npw HaAMYKUKM BblpaXKeHHOM CNaeHOMEeranumm)
3aboneBaHue TpaHchopmupyeTca B
muenopubpos, pexe - B OCTpbIA JNieliko3. B
avardHoctmke WM BaXkHOe 3Ha4YeHWe MWMEeloT
OaHHble aHamHe3a, XapaKTepHaa K/JAMHUKO-
remaTonorMyeckasn KapTuHa aToro 3aboneBaHus,
TpenaHobuoncua  NOAB34OLWHOM  KOCTU M
nccnenoBaHMe MyTauumK B reHe TMPO3MHKMHA3DI
JAK2 (JAK2V6617F). OanHas myTtauma npu UM
auarHoctupyetca B 98% cnyyaes [12].

Mpn ocCTpbiX NENKo3ax M MUENOMHOM
60ne3HM cnNeHOMEeranmaA o4YeHb peaKo ABAAeTCA
OCHOBHbIM UM  €4UHCTBEHHbIM  KpUTepuem
3TUX 3abosieBaHui. B 6GosblUMHCTBE Cayyaes

oTMeyYaloTcA apyrue MHOTOYUCAEHHbIe
AMarHocTnyeckue Kputepum 3TUX
remo6,1acTo308.

YBenvyeHve ceneseHkn (B CoYeTaHUM
C YBE/NIMYEHMEM NEYEHU UM 6e3) y naumeHTa

PucyHok 4. CnneHomeranua y nayueHTa c nep-
BUYHbIM muenodpubposom.

C JKeNTyXOW, HEe COMPOBOXAALIENCA 3Y[0M,
aHemuewn, PETUKY/IOLUMTO30M, MHoraa -
HOPMOLMTO30M B aHanu3ax KposBu, HO bes
NaTo/IOTMYECKUX KNETOK B NelKouuTapHOM
dopmyne, npu nosblleHUN 6GuanpybuHa 3a
cyeT Henpsamon ppakLMK NO3BONAIOT BbICKa3aTb
npeanooXKeHNe 0 FeMOIMTUYECKON aHEMUN.

. FemonnTHMyeckaa aHemua (OT Ap.-rpeuy.
alpo. — «KpoBb», AUCL — «paspylieHne») —
rpynnoBoe HasBaHuWe 3aboneBaHunin, obwMMm
NPU3HAaKOM KOTOpPbIX ABNAETCA YCUAEHHOe pas-
pyweHune spuTpountos, obycnasnuBatowee, C
OOHOW CTOPOHbI - AaHEMMUIO U MOBbIWEHHOEe 06-
pa3oBaHWE NPOAYKTOB pacnafa 3puUTPOLMTOB,
C ApYyroii CTOPOHbl — PEAKTUBHO YCU/EHHbIN
spuTponosa3. B 3aBucMMOCTM OT TOro, rae
NPoOu30LW/I0 paspyleHne 3pUTPOLUTOB, Bblae-
NAT  BHYTPUCOCYAWUCTbIN, BHYTPUKNETOYHbIN
M KOCTHOMO3roBoM remonmsbl. KocTHOMO3-
roBol remonus (MexaHu4yeckoe paspylle-
HWE 3SPUTPOKAPMOLUTOB B KOCTHOM MO3re)
Habntogaetca npu Bl2-pednuntHo aHemumn m
OCTPOM 3pUTpOMMENO3e.

Mpn BHYTPMCOCYAMUCTOM BMAE remMo/in3a
3pUTPOLUTLI  MNOABEPraloTCA pPaspylleHUo B
npouecce UMPKYNAUMM KPOBWU. Takon remonus
Habnogaetca npu  remonusmMHosol dopme
ayTOMMMYHHOM  TeMOJIUTUYECKON  aHEMUMW,
NapoKCM3Ma/ibHOM XON040BOM arrMtoTUHUHOBOM
6onesHn, NapoKCM3ManbHOM HOYHOM
remornobuHypun, a TakKe nocsie OoTpaB/ieHuA
Pa3NMYHBbIMU TEMOIUTUYECKMMM Agamun. Pacnag,
3PUTPOLIUTOBBHYTPM COCYA0B(BKPOBM) NPUBOAUT
K BbICBODOMKAEHUIO cBOBOAHOro remornobuHa.
70T BUA, remosain3a XapaKtepusyetca
MOBbILWEHHbIM  COAEP*KaHMEM B KpoBM
cBoboaHOro remornobuHa (remornobuHemms),
a B Mo4Ye - TMOBbIWEHHbIM COAepKaHNEM

68 «AMypCKMit MEUIMHCKNI XypHam» Ne2 (26) 2019



remocuaepuHa (remocuaepuHypus) m csobog-
Horo remorniobuHa (remornobuHypusa). CteneHb
remorobuHeMmnn 3aBUCUT OT UHTEHCUBHOCTM U
CKOpOCTU pacnaga sputpountos. OaHa U3 Beay-
WMX ¥anob nauMeHTOB — BblAeseHUE YEepPHOro
WU TEMHO KOPUYHEBOrO LBETa MOYM (3a cyeT
remocugepuHa u cBobogHoro remornobuHa).
BakHbIMi 1abopaToOpHbIA NPU3HAK BHYTPMCOCY-
ANCTOrO remosin3a — 3HauYnTeIbHOE MOBbIWEHNE
NaKTaTAernaporeHasbl. YBe/MYeHUe cenie3eHKu
npu 3TOM BUAE remoaIn3a HesHauyuTelbHoe Uaun
ceneseHKa 0CTaeTca HOPMa/ibHbIX Pa3MepoB.

BHYTPMKNETOYHbBIA TEMONIN3  NPUBOAUT
K pa3spyLUeHUO0 3pUTPOLUTOB B CE/IE3EHKE U B
neyeHn (pexe). BHYTPUKAETOYHbIA remonus
Bcerga COMpPOBOXAAETCH yBennyeHnem
ceneseHKM M 4acTo — NeyeHu, U pasBMBaETCA
npu Hac/nenCTBEHHbIX reMoNUTUYECKMX
aHeMMsX, CBA3AHHbIX C MaTonorMen membpaHsbl
apuTpounToB (MMKpoCcHepoLMTO3, OBANOLMTOS,
aKaHTOLMTO3, CTOMATOUMTO3), Tanacce-
MUH, CepnoBUAHOKNETOYHOM aHeMuu,
ayTOMMMMYHON  TeMOJIMTUYECKON  aHeMUM,
BbI3BAHHOM HenoIHbIMM Tena08bIMU
aHTUTenamu. [pu3HaKamu BHYTPUKNETOYHOIO
remonn3a SBAAETCA KEeNTYWHOCTb CAU3UCTbIX
060/104EK M KOXKHOFO MOKPOBA, XKeNTyxa He
COMpOBOXKAAeTcA 3yAoM. B aHanuMsax Kposwu
OTMeyaeTcA nosblleHne 6GuampybuHa 3a cuet
Henpamol  ¢pakumu. [na  nogasnawoLero
Yyucna TremoSIMTUYECKUMX aHEeMUIM XapaKTepeH
PETUKYIOLMTO3, YacCTo - HOPMOLMTO3 B aHA/IM3aX
KpoBW. [INA KaXKA0ro BapnaHTa reMoanTUYecKom
aHeMMM ecTb CBOM YeTKMe [MarHoctuyeckue
Kputepun [8, 19].

an HaaAn4mun cnneHomeraamu C
N3MEHEHHbIMN BUOXMMUNYECKMMM MOKA3aTENAMMU
M MNOKa3atenamMmm Kposu (CHM)KeHl/Ie YPOBHA

NPOTPOMBUHa, XONlecTepuHa, U3MeHeHue
6enKkoBbiX (PPaAKUMA, CHUNKEHME KOJINYecTBa
NEeNKoOUMTOB M  TPOMBOLMTOB, BO3MOMKHOE

nosblweHne bunmpybuHa 3a cuet 0benx ppakumin
M aHEMWW, NOBbILWEHME TPAHCAMMHA3) B NEPBYIO
ouyepeab HEOBXOANMMO UCKNOUUTD FrenaTnTbl pas-
JIMYHOW 3TUONOTUM U LMPPO3 nevyeHU. Heobxo-
ANMO nNpoBoauTb aAnddepeHumanbHbii gMarHo3
¢ 601€3HAMM HaKOMNEHUA, TMCTUOLUTO3AMMU.

Ffenatut — 310 auddy3Hoe BocnaneHue
KNETOK MNeyeHn, KOTOpOe MOXKEeT pPa3BMBATLCA
BCNEACTBME PA3NUYHbIX NPUYMH  (MHbeKumn,
WHTOKCMKaLMK, aAyTOMMMYHHble MPOLLeCChl).
MopaKeHHble  KNETKU  XyXKe  CNpaBAawTCA
CO CBOMMM 33aZa4yamu, a B OCTPOW CTaguu
3ab0neBaHMA MeyeHb He MOXKET BbIMNONHATbL
BO3/IOKEHHYIO Ha Hee  ¢yHKUmMwo. 370
3aboneBaHne MOXKeT NPOTEKATb U B XPOHUYECKOM
dopme, 0cOBEHHO ec/in NpUYnHa ero — BUpYC.
MpWY XPOHMYECKOM TEYEHUU MeyeHOYHasd TKaHb
npucrnocabnveaeTca K COCYLLECTBOBAHUIO C
BMPYCOM, Pa3BMBAETCA pPAA KOMMNEHCATOPHbIX
MeXaHW3MOB, MO3TOMY H0/IbHOM NPAKTUYECKM He
3aMeyaeT HUKaKMUX KIUHUYECKUX NPOABNEHUI. B
Hayane 3aboneBaHUA yBe/IMYEHUE CeNe3eHKU
Habnopgaetca npumepHo y 25% 60nbHbIX,

Ha NO3AHWX cTaauax 3aboneBaHua — y
nogasnstowero bonbwmHcrea [10]. YBennuusa-
€TCA ceneseHka Bo Bpemsa 060CcTpeHus, a Bo Bpe-
MS PEMUCCUMN 3aMETHO YMEHbLLAETCSA.

Uuppo3s neyeHn — 3To naTtonorus
neyeHu, KOTOpas 3ak/ayaeTcAa B HeobpaTmom
M3MEHEHUN neyeHu, rmbenu ee KNETOK W
nocneaylowem  3aMeLlLeHMn  UX  KNeTKaMu
dnbpo3HOM TKaHM. OuyeHb YacTto LMPPO3
ABNAETCA OC/IOXKHEHMEM XPOHUYECKOTO renaTmTa.
Llnppo3 neyeHn — xpoHuyeckoe 3abonesBaHue
c Aauctpoduer U HEKPO3OM NEeYEHOYHOM
napeHxMmbl, C pa3BUTUEM  YCUNEHHOM
pereHepauun ¢ guddysHbiIm npeobnagaHnem
CTPOMBI, nporpeccupyowmm pa3BUTUEM
COeANHUTENbHOM TKaHW, NONHON NepPecTPOMNKOM
[0NbKOBOM CTPYKTYpblI, obpazoBaHMem
nceBAOAO0NEK, C HApPyLWEHNEM MWKPOLMPKYNA-
UMM 1 NoCTEeNEeHHbIM Pa3BUTUEM NOPTASIbHOM TU-
nepTeH3nu.

BoigensatoT cnepyowme 3Tanbl
natoreHesa uupposa: [22] 1) peicrtBue 3THO-
IOTUYECKMX (GAKTOPOB: LMTOMATOreHHoe AeM-
CTBME BUPYCOB, MMMYHHbIE MEXaHWU3MbI, BAUA-
HMEe renaTOTOKCUYHbIX LUTOKUHOB, XEMOKMHOB,
NPOOKCMAAHTOB, 3MKO30HOMAOB, aleTasbaery-
A3, *Kenesa, NPoAYyKTOB NEPEKNUCHOrO OKMUCNEHUA
nnpos; 2) aktuemsauma GyHKLMKM KneTok UTo,
YTO NPUBOAMUT K WM3OLITOYHOMY pas3pacTaHUIo
coeauMHUTEeNbHOM TKaHW B NPOCTpaHCcTBax Aucce
N nepuuenntonapHomy ¢ubposy nedeHu; 3)
HapylleHMe  KPOBOCHAbMKeHMA  NapeHXMMbl
neyeHW 3a CYET KanNUANApU3aLMW CUHYCOMAOB
N YMEHbLUEHWUA COCYAMUCTOro pycna c pa3BuUTmem
ULWEMMYECKUX HEKPO30B renaToumtos; 4) ak-
TUBAUMA WMMMYHHbIX MEXaHM3MOB LUTONM3A
renaToumnTos. Mpun HEeKpo3e renaTounToB B 30HY
nopakeHuacTarnearoTca T-1MMPOLNTbI, KOTOPbIE
aKTUBM3MPYIOT KneTkn WTo, npuobpetatowme
dmnbpobnactonogobHbIE CBONCTBA: CUHTE3UPYIOT
KonnareH | Tmna, yto 1 BeAET B UtTore K ¢nbposy.
Kpome TOro, MMKpOCKONMYECKN B MEYEHOYHOM
napeHxmme o6pasylTCA /IOXKHbIE [AO0/bKU, He
UMetoLLLMe LLeHTPaIbHOM BeHbl. 1o mepe rmbenu
NeyeHOYHbIX KNETOK HaYMHAeTCA UX YCKOpeHHan
pereHepaumna. OcobeHHOCTb JIOXKHbIX A0NeK
B TOM, YTO B HMX HET HOPMa/bHbIX TPUAL, - HET
LEeHTpaNbHbIX BEH. B coeAnHUTENbHO-TKaHHbIX
TAXaX pPa3BMBAIOTCA COCyAbl - MoOpTa/bHble
LWYHTbI. YaCTMYHO CAaBMBAOTCA U pPa3pyLUatoTca
BbIHOCALWME BEHbl, MNOCTENEHHO HapyLlaeTca
MUKpoOLepKynaumna. Hapywaerca KpoBOTOK M B
neyeHo4yHou apTepuun. Mpoucxoamut 3abpacobiBa-
HME KPOBW B MOPTa/ibHYIO BEHY - YCU/IMBAETCA
nopTtanbHas runepteHsus. lporpeccupyert ru-
6enb NeYyeHoUHbIX KNeToK. B pe3ynbTaTe onucaH-
HbIX MPOLLECCOB MOBEPXHOCTb MNeYeHU CTaHOBUT-
CA WepoxoBaToM u ByrpucTon.

Pa3nnuyatloT BUPYCHbLIN, aNKOrO/bHbIN,
3aCTOMHbINA, TOKCUYECKUMW  (NeKapCTBEHHbIN),
OMNMAPHbIN LMPPO3bl NeYeHun, umppo3 npu 6o-
Ne3HAX HaKoNNEHUA.

OueHb Ba)KHbIM CMHAPOM, OTANYAIOLLUIA
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LUMpPpPO3 OT renatuTa, — NOpPTasNbHaA rMNepTeH3unA.
Mpet 3anycteHne BeH, HoOBooObpa3oBaHWe
COCY/Z,0B, BO3HMKAIOT apTEPUOBEHO3HbIE LUYHTbI.
3To NPMBOAUT K HapyLEHWUIO KPOBOOOpaLLEeHUA.
B TeueHme 1 muH. 1,5 n Kposu nog 6onbwMM
AaBNeHNemM MnepexoauT B BOPOTHYH BEHY,
NPOUCXOAMUT MOBbIWEHWE AAaBNEHUA B CUCTeme
BOPOTHOM BEHbl - PacCLIMPAOTCA  COCyAbl
(remoppouaanbHble BeHbl, BEHbl MNULLEBOAA,
XKenyaKka, KUWEYHWKa, ceneseHoYHaa apTepus
M BeHa). MoryT Habn[atbCa KenypouvHo-
KMLWEeYHble KPOBOTEYEHMA W3 PaCLUMPEHHbIX
BEH KeNygKa W HWXKHeW TpeTn nuliesoaa.
femoppouganbHble BeHbl MNpW  MNanbLEeBOM
nccnefoBaHMM  obHapyKuBatoTcA B BUAe
y3/10B, MOryT BbIiMagaTb W  YLWEMAATbCA,
AaBaTb  remoppouganbHble  KPOBOTEYEHUA.
PacwupAatotca  NOAKOXHble  OKONOMYMNOYHbIe
BEHbl, pPa3BMBAETCA XapaKTepHaa KapTuHa
«ronosbl  meaysbl».  AcuuMT  passBMBaeTcA
BCneAcTBMe: 1) nponoTeBaHMA KUAKOCTU B
HOpPIOLWHY0 NONOCTb NPU NOBbILEHUN AABAEHUA
B BOPOTHOW BeHe; 2) M3-3a rMnoanbbymmHemmm,
3HAYMTENIbHO CHUXKaeTcA OHKOTMYecKoe
faBNeHne nnasmbl  KposW; 3) Hapywaetcs
numooobpasosaHue, nmmea HaunHaer
nponoteBaTb Cpa3y B OplOWHYIO NONOCTb.
BaKHbIM NPU3HAK NOPTANbHON FTMNEPTEH3UMN 3TO
renaTto/iMeHanbHbI CUHAPOM — CJIEHOMEranums,
4yacto C ABNEHUAMM rmnepcnieHmnsma
(nenkoneHuns, TpombouuToneHusa, aHemus).
CnneHomeranmsa  Habnawpaerca vy 75-85%
60/bHbIX UMppo3om nedeHn [10]. OHa B
AaHHOM  cnyyae  obycnoBneHa  BEHO3HbIM
3aCToOeM  NpW  MNOPTAZbHOW  TUNEPTEH3UK,
anodoysHeim - ¢dmMbposom,  dopmMpoBaHUEM
apTEepPUOBEHO3HbIX LWYHTOB, nponvdepaumen
FeT]VIKynOI'VICTMOLI,VITaprIX KNeToK B ceneseHke
10].

Pa3BuBaetca CUHOPOM NeyeHo4Ho-
KNIETOYHOM  HeAoCTaTOYHOCTW,  MajibMapHan
spuTemMa, COCyAUCTble 3BE340YKKM, BbliMNageHue
BOJIOC B MeCTax eCcTeCTBEHHOro pocTta (Kpome
roNI0Bbl), TMHEKOMACTUA Y MYX4YUH BCleacTBuE
rMNepsCcTPOreHeMMnN U Apyrne NPoaBAEHUA.

OKOHYaTe IbHbIN ANarHos LMppOo3a
MeyeHM CTaBUTCA Ha OCHOBaHWUM OBuoncum
neyeHwn. bonesHn HakonaeHmA conpoBoXaatkoTcA
BTOPUYHbIM Pa3BUTNEM LLMppo3a NeYeHMHU,
nopTaanoﬁ TMNEePTEH3INN N CnIEHOMETannn.

FemoxpomaTtos. Pa3nnyaloT nepBUYHbIN
reMoXpomaTo3, FeHeTUYecKM 0OYyC/NOBAEHHbIN,
C HaKoMNMEeHMemM BO BHYTPEHHWX OpraHax 3Ha-
YUTENbHOrO KO/IMYEeCTBa eses3a, U BTOPUYHbIN
reMoxXpomaTo3, KOTOpbI pa3BMBaeTca npu ne-
perpyske opraHmMsama enesom (B nepsyo oye-
peab - MHOTOYUCNEHHbIE TemoTpaHchysumn vy
TpaHCOY3MOHHO3ABUCUMbIX MAUUEHTOB, pPeXKe
- NPU TEMOIUTUYECKMX U CcMAepPobNaCTHbIX
aHemuAx, JleYeHUW npenapaTamu Kenesa).
BonesHb npoTekaeT ¢ HapylweHuem obmeHa

remocuziepuHa, remodycumHa W MeslaHUHa.
MoparkatoTca  rnaBHbIM  06pa3oM  MeyYeHb,
noa)enyaodyHana  Kenesa,  KOCTWU,  MOYKM,

KEeNYAO0YHO-KMILEYHbIN  TPaKT, 3SHAOKPWUHHbIE
¥Kenesbl, KOCTHbIN MO3T, KOXKa, CepALe.

Mpwu BTOPUYHOM remMoxpomarose
BCerga ecTb YyKasaHue Ha 3abosieBaHue,
BC/leacTBMe KOToporo nauuneHT cTan

TPaHCPY3MOHHO3aBUCUMBIM, WAN Ha NedyeHue
npenapatamu Kenesa (3HauYUTENbHO pexe).
[OunarHoctMka 3abosieBaHMA B AAaHHOM Cay4dae
He C/IO)KHA: [aHHble aHaMHe3a, XapaKTepHas
TEMHO-CEpPan OKpaCKa KOMXKHOro MOKpoBa, B
Nno3gHUX CTaamsax — renato- U cnaeHomeranums,
MHpopmauma 06 ypoBHe deppuTHnHa
(noBbllWeHWE) W MOKasaTensix TPAHCMOPTHOWM
bYHKLMK Kenesa.

HacneactBeHHbI remMoxpomaros
BK/1OYAET TPU OCHOBHbIX CUHAPOMa.

1. Tenatomeranua BcTpedaeTtca 6Gonee
yem B 90% cnyyaes [4]. YBennyeHHan ceneseH-
Ka onpepnenaetca y 2/3 6onbHbIX [4]. Acunt npwm
remoxpomaTto3e MOXKeT OblTb cneacTBuMem, Kak
NopTasibHOM TMMNEPTEH3NU, TaK U CEPAEYHON He-
AOCTaTOYHOCTU. [pyrve npu3Haku MnopTanbHOM
rTMNepTOHMM (BapMKO3HOE paclUMPEHME NOAKONK-
HbIX BEH, KPOBOTEYEHMA M3 BEH MULLEBOAA) Ha-
6ntopatoTCA peaKo.

2. YcuneHHaa  NUITMEHTauMAa  KOXWU
MeflaHMHOM  BCTpevaeTcA Yy 90% 60nbHbIX
HacneaCcTBEHHbIM remoxpomatosom [4]. Liset
KOXUM MOKeT ObITb OPOH30BbIM (YTO U OTPaXKEHO
B CTApOM Ha3BaHMK 6onesHn «bpPoH30BbIN ANa-
6eT»), ronyboBaTo-4epHbIM, acnuaHbiM. Pe3ue
BCEro NUIrMeHTauMA Bblpa)keHa Ha auue, wee,
npeanaeysbe, A0PCaNbHON NOBEPXHOCTU KUCTEM,
NPOMEXKHOCTN, MONOBbLIX OpraHax, Nynke, cTa-
pbix pybuax, rpyaHbix cockax. MpumepHo y 20%
60nbHbIX HAabAtO4AETCA NUIMEHTaLMA CIN3NCTOM
000/104KM NONIOCTU PTa U KOHBIOHKTUB [4].

3. IHCyNMH3aBUCUMMBIN CaxapHblii guabet
BCTpeyvaeTca B 75% cnyyaes. OH c camoro Havana
NPUHUMAET TAXKeNoe TeyeHWe W CTAHOBUTCA
MHCYNMHOpPEe3nCTeHTHbIM. Co BpemeHem y 60/b-
HOro Pa3BMBAKOTCA BCE OC/IOXKHEHMA auabera:
peTMHonaTuaA, NOMEepPY/IOCKNEepPo3, nuenoHed-
PUT, NOZIMHEBPUT U Ap.

PaHHAA AMarHOCTMKa HacneAcTBEHHOrO
reMoxpomaTto3a MOKeT ObiTb OocylLecTBAeHa

nocpeacTBom nccnenoBaHuA neyeHu
MeTo40M NYHKLMOHHOW 6uoncum.
MoBbILWEHHOE COAEP!KAaHUE Kenes3a BHYTpU
renatoumToB  (NapeHxMmaTo3HbIM  cMaepo3)
M B PETUKYNIOIHOOTENMANbHBIX  KNETKax

(peTukynosHaoTENMANbHBIN CMAEPO3) ABAAETCA
Hambonee HaZeXHbIm ANArHOCTUYECKUM
NPM3HaKOM reMoXpomaTosa.

Echn Buoncua neyeHn no Kakum-nmnbo
NPUYMHAM HEBO3MOXHa, aAnddepeHuManbHbIN
ANarHo3 MepBMYHOrO remoxpomaTosa OT €ero
BTOPUYHbIX GOpM MOXKeT OblTb npousseseH
no pe3ynbTaTaM MCCNeAO0BAaHWUA CTEPHAIbHOTO
NyHKTaTa WAM NeAKOUUTOB nepudepmnyeckon
KpoBM. YacTuubl remocugepuHa B NenKoumuTax
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npu remoxpomatose WMMelT  Hebosblimne
pasmepbl U MPaBUIbHYIO OKpyrayi ¢opmy. B
CNly4asx BTOPMYHOrO reMOXpPOMaTto3a YacTuubl
remocuaepuHa MmerT 3HauduTenbHo 6o/blune
pa3mepbl.

bone3Hb KoHoBasnoBa — BunbcoHa umeet
AyTOCOMHO PEeLEeCcCUMBHbIA TUM HacieaoBaHMUA.
KnnHuyeckne nposasneHna 6onesHn obycnos-
NIeHbl HapyLWeHnaMMN obmeHa megm, KoTopasa oT-
KNaablBaeTcs B M3ObITOUYHbIX KOIMYECTBaxX B ne-
YyeHW, NoYKax, poroBuLe, mosre (B ero 3ybyatbix
M YMuyeBUAHbIX A4pax, XBOCTaTom Tesie, 6aegHomM
LIape, MO3XKeYKe U ApYyrux otaenax).

B NnoJIoBUHe cnyyaes 6onesHb
HayMHaeTcas B [JETCKOM W MOAPOCTKOBOM
BO3PACTe C NopaKeHMa NeYyeHu, YTo NposaBaAAeTCs
renatomeranmen, 4YyBCTBOM TAMKeCTU uaun 6o-
nAamu B npasom nogpebepbe n 6bonee nam me-
Hee BbIPAXEHHOM KeNTyxol. 3HauyuTeNbHO
pexe 60ne3Hb HaYMHAETCA eMOJIUTUYECKON
aHeMMel, KoTopass MoXeT ObiTb ymepeHHOW,
HO MHOrAA CTAaHOBUTCS TAMKENOW M3-3a NMOBTOP-
HbIX Kpu3oB. [lepBOHA4YasbHO B MEYEHOYHbIX
KNneTkax pa3BMBaeTCs XupoBaa Auctpodus K
KOTOpPOM No3aHee NpMUcoeanHAETCA BOoCNaneHme
B 061acTK nopTasibHbIX TpakToB. MTOorom atoro
npotecca AB/AeTCA Pa3BUTUE MEeIKOY3e/KOBOro
LMpPPO3a C NOPTaNbHON TMNEPTOHNEN.

XapaKkTtepHa HeBpOoJIorMyeckasn
CMMNTOMATMKA: TUNEPKUHE3bl, MOBbILEHHbIN
MbILEYHbIA TOHYC W/MAM napanuuu, aTeTos,
aNUNenTUYeckne nNPUNaAgKK, CAOHOTEYEHWe,
AN3apTPUA, HapyLWeEeHNA NOBEAEHUA, PeYM.

MopakeHne NoYeK — NoYeyHbli Tybynap-
HbI/ auMAa03 (rKo3ypus, ammHoaumaypus, doc-
datypus, ypaTypusa, NPOTENMHYPUs) BCTpeYaeTcs
[l0BOJIbHO 4acTo.

PaHblie  wuan nosaHee  60ne3Hb
OC/NIOYKHAETCA OT/NIOKEHMEM COAEPIKALLErO Meab
NUrMeHTa No nepudepmnn porosuubl, T-H. KOJIbLO
Kaiisepa-dneliwepa (BarkHbIN ANArHOCTUYECKUN
NPU3HaK).

AnarHo3 noaTBeprKAaeTcA BblABAEHUEM
NMOBbILEHHOM 3KCKPELMU MeAM C MOYOM, HU3KUM
cogeprkaHMuem megunm W UepynonnasmmHa B
KpoBu. BpemeHHOe NMOHMXKeHWEe KOHLUEHTpauum
Lepy/ionaasmmHa B KPOBM MOXKET HabntogaTbea
npun nobom Taxenom renatute. C yaydlweHmem
obuiero coctoAHMs  BONBHOIO CoAep)KaHue
uepysonnasmmHa B KpPOBM BO3BpalWlaeTca K
Hopme. HM3Koe coaeprkaHue uepynonaasmumHa
B KPOBW ABAAETCA MNOCTOAHHbLIM MNPU3IHAKOM
6one3Hn KoHoBanosa-BuabcoHa.

BonesHb lowe - 3TO HacneacTBEHHoe
3aboneBaHne, OTHOCALLEECA K IM30COMA/IbHbIM
6onesHam HakonneHua (/IBH), obycnosneHHoe
AedekTom (KONNYECTBEHHbIM U KayeCTBEHHbIM)
IM30COMaNbHOTO bepmeHTa 6eta-D-
rNoKo3uaasbl (roKkouepebposnaasa). HassaHo
no umeHu dununna lowe, KOTOPbLIM ONUCAN TAKOW
cnyyan B 1882 roay. 3aboneBaHue KpaiHe peakoe

—071Ha40000 go 1 Ha 200 000 y npeacraBuTe-
Nleli pPasHbIX 3THUYECKUX TPYNM, HO Yy eBpeeB-all-
KeHasu 4yacToTa 3Toro 3aboneBaHWs AOCTUraeT
1/450 [24, 28]. bone3Hb lowwe - 3T0 XPOHUYecKoe
nporpeccupytoliee MY/IbTUCUCTEMHOE
3aboneBaHne c 4pesBblyaliHO BapuabeNbHbIM
TEYEeHMeM: OT no4YTM OBEeccMMNTOMHOro Ao
TAXENOM WHBAAMAM3ALMN CO CMePTE/IbHbIM
ncxogom. OHAKO 3TO OAHO U3 HEMHOTUX paHee
CYUTABLUMXCA 3/10KAa4YEeCTBEHHbIMKW 3aboneBaHUM
B IeYEHNM KOTOPOTO 3a NocnegHne AecaTuneTua
Obll  OOCTUFHYT  3HAYMTENbHbIM  nporpecc,
CBSAI3aHHbIA C BepudpuKaumen aAedPUUUTHOrO

dbepmeHTa mn  paspaboTkom npenapaTtos
3aMeCTUTeNbHOM Tepanuu.

bonesHb lowe obycnosneHa
nedeKkTom reHa, OTBETCTBEHHOrO 3a CUHTE3
JIN30COMaNbHOrO rMAPONUTUYECKOTO

depmeHTa beTa-rnokouepebposnaasbl  (beta-
rnoKo3maasa). dedekt n gedmnumnt atoro dep-
MEHTA BeAyT K HapyLeHUo YTUAU3aLUN UNn-
OOB-TNOKOLEPebpo3na0B M HAKOMNEHUIO UX B
MaKpodarax npenmmyLLecTBEHHO KOCTHOrO M03ra,
cene3eHKn, neyeHu. HarpyKeHHble Annuaamu
KNETKM C  IKCLEHTPUYHO  PACMONIONKEHHOM
LMTONA3MOM, U3BECTHbIE KaK «KNeTKu [owey,
COCTaBNAOT MepBUYHbIA cybcTpaT 6GonesHu.
MN36bITOK 3TUX KNETOK NPUBOAMUT K 3aMeLLEHUIO
HOPMa/IbHbIX, 34,0PO0BbIX K1€TOK KOCTHOIO MO3ra,
cnaeHoMerannun, renatomeranumu, AnChyHKUUMU
OpraHoB, NATONOTMMN KOCTHOM TKaHM.

Bolgenator Tpu Tuna 6onesHu [ouwe.
Tun 1 («gobpokayectBeHHbIM») B 30 pa3 vauwe
BCTPEYaeTCcA Yy €BpeeB 3anagHOEeBpPONencKomn
rpynnbl - awkeHasu [26]. HeBponornyeckme Ha-
PYLIEHMA NPU 3TOM OTCYTCTBYIOT, BUCL,EPa/ibHble
M3MEHEHMA CBA3AHbl NPEUMYLLECTBEHHO C KPO-
BETBOPHbIMW OpraHamu, yBeM4yeHnem ceneseH-
K1, ABNEHMAMWU TMNepcnaeHn3ma, AecTpyKumnen
KOCTHOM TKaHW. HecmoTpAa Ha OTHOCUTE/NbHYIO
«106pPOKaYeCTBEHHOCTbY 3TOrO0 TUna 6osesHw,
Mo CPAaBHEHUIO C ABYMA APYTMMM, BONbLUIMHCTBO
NauMeHToB C MONIOAOCTM CTAHOBATCA rybOKMMM
nHBanuAaamu. Mpu AByx APYrMx TMNAX KAKOro-nu-
60 3THMYecKoro npeobnafaHmA He OTMEYeHo.

Tun 2 npeactaBnaeT 3/10Ka4YeCTBEHHYIO
dopmy npouecca ¢ rpybbiMmn HEBPOIOTUYECKMMU
HapyLweHMAMM, KOTOpble MPOABAAIOTCA YXKe Y
HOBOPOMAEHHbIX U BeAyT K CMepTu B nepsble 2
rofia *Xu3sHu.

Tun 3 oTanyaetca BapuabesibHOCTbIO
BMCLLePA/IbHbIX U HEBPOJIOTUYECKUX HapyLUEHUN;
Nno TeYeHU0 OH MeHee 3/10KaYecTBeHeH, Yem Tun
2.

PasHoobpa3ve ¢opm 6HGonesHn Tlowe
06yCcnoBNeHO reTeporeHHOCTbI0 MyTauuMin reHa
6eTa-rnoKo3naasbl.

KnnHuyeckune npoasneHma 6onesHn Mowe.

1. BucuepasnbHble: 3HAaYUTENBbHO
Bblpa*KeHHble CN/EeHO- U renaTomeranms.
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2. CKenetHble: ovaroBas wunn guoddysHan
ocTeoneHua, gebopmaumsa ANCTanbHbIX OTAEN0B
benpeHHbIX KocTen («Konbbl dpneHmerepar),
CKNepos (nocneacTsma penapaunm KocTu nocne
remopparMyeckmx  MHQPaApKTOB), /UTUYECKME
M3MEHEHUA — WMHOUAbTPAUMA KneTkamu lowe
(«rowepoma»), ocTeonopos, OCTeO0/N3UC, OCTe-
OCK/1Iep03, NaTo/IorMYecKme nepesiombl, Nnopake-
HWe CyCTaBOB (HEKPO3 roNIoBKM beapeHHOMN Ko-
CTM), acenTUYECKUIM HEKPO3 FONI0BKMU MNEYeBOM
KOCTM, KOCTHbIE KMUCTbI (NogocTpoe Havano 12-36
4acoB: CU/bHEeMLNe occanrnuu, nNMxopagka, no-
Ka/ibHble NpoABAeHMA — pe3Kasa 601e3HeHHOCTb,
NPUNYXN0CTb, OrPaHNYEHME NOABUMKHOCTM CyCTa-
Ba, /IOXKHbIN ANArHO3 OCTEOMUENNTA).

3. lemaTonornyeckme: aHemums,
TpombouunToneHusa (KpoBOU3NUAHMUS,
KpoBoTe4YeHus).

AunarHoctunka 6onesHn lowe
OCHOBbIBAaeTCA Ha: 1. K/JMHMYECKOM KapTUHE;
2. 9H3UMOANATHOCTUKE - namepeHue
aKkTMBHOCTU b6eTa-D-rnoko3unaasbl B NeMKoLmMTax
(eAMHCTBEHHBIM  MeTod, NOATBEPXKAAMLNIMA
Ha 100% 6one3Hb [owe); 3. MONEKYyAAPHOM
aHanuse; 4. uccnegoBaHMM KOCTHOrO Mo3ra
(BbIABNIEHME «MEHUCTbLIX» KAeTok lolwe), XxoTa B
HacTosLLee BPEMA 3TO HE CaMblil AOCTOBEPHbIN
MEeTOoA, AMArHOCTUKM B BUAY CNOXKHOM mopdo-
norvyeckon gnuoddepeHUNpPOBKM MeXay «KneT-
Kamn lowe» u psgom Apyrux KpynHbIX Kie-
TOK [25]; 5. AMarHocTMke NOpa*KeHUh KocTen
(peHTreHorpadwms, MPT, OeHCcuTomeTpus);
6. OTCYTCTBUM 00CTOBEPHOM CBA3MU
KIMHUYECKOM KapTUHbl C YPOBHEM AKTMBHOCTM
rnoKouepebposnaasbl, C reHoTUNoOM [26].

C nossneHnem Ha dapmaueBTUHECKOM
PbIHKE MNpenapaTtoB 3ameLlalolen Tepanuu,
3amecTuTenbHaa TepanuAa CTana  BeayLlwum
3BeHOM JfieyeHua 6onesHu Tlowe. B 1991 r.
CMHTE3MPOBAH NepPBbI NAALEHTapHbIM npenapaT
«Llepenasa» gna pepmMeHTHOM 3amecTUTENbHOMN
Tepanun, a B 1994 r. — «lepe3mm» - neps.bii
PEKOMOWHAHTHbLIM npenapaT Ana pepmeHTHOM

3aMecTUTeNbHOM Tepanuu. dPepmeHTHanA
3amecTuTenbHasA Tepanua KomneHcupyet
aednumt pepmeHTa B opraHusme.

MepBUYHbIN amunonaos. Ammaouaos,

Pa3BMBLUMIACA BHE CBA3N C AEWCTBMEM KaKoro-
b0 M3 UM3BECTHbIX MNPUYUHHBLIX (HAKTOPOB,
Ha3bIBAOT NePBUYHbBIM. BTOpUYHbBIN amunongo3
obycnosneH rmnepcekpeumen neyYyeHblo
6enka octpoit ¢asbl anbda-rnobynnHa B oTeeT
Ha nboe XxpoHMYeckoe BocMasneHue. ITOT
npouecc pas3BMBaeTCA MNpPU  PEeBMATOMAHOM
apTpUTE, AaHKWIO3MPYHOLWEM CMOHANN0APTPUTE,
OpPOHXO3KTAaTUYECKOM 60ME3HN, XPOHUYECKOM
octeomuenute, TybepKynése, nenpe u page
Apyrux 3abonesanuit. MpumepHo B 10% cnyyaes
NepBUYHbLIA AaMUAONA03 MOMKET HAYMHATLCA C
nopaxkeHua nedveHu [4]. YBenuyeHve neyeHu
OKa3blBaeTcA NepBbiM 06 bEKTUBHbBIM MPU3HAKOM
6onesHun. YsenmyeHne paamepos NeYeHn y 4actu
H6onbHbIXCONPOBOXKAAETCANOTEPENMACCHITENA. B

OTAENbHbIX CIy4anX BO3SHUKAET X0ecTaTuyecKan
)entyxa. CeneseHka yBeAMYeHa NPUMEPHO Y
70% 6onbHbIX ¢ renatomeranvein [4]. OnoAcobl-
BatoLwan 60/1b B }KMBOTE PACLLEHMBAETCS KaK yKa-
3aHMe Ha MOparKeHUe NOoAKeNYA0YHON Kenesbl.
B page cnyvaes 3To noaTBepKAaeTcA nocneny-
OLLMM pPa3BUTMEM caxapHoro anabeta. leHepa-
NIM30BaHHOE WU IOKAZIbHOE YBE/NMYEHUE JIUM-
daTnyeckux ysnos Habawgaetca y 20% 60/1bHbIX
[4]. NTumdaTnyeckme y3nbl UMEIT NAOTHYIO KOH-
cucTeHumto, 6e3b6ose3HeHHbl, NoABUKHbI, be3
NPWU3HaKOB BOCMNANUTENIbHOM peakuuun. Hepeako
OHW [OCTUFAlOT 3HAUYUTENIbHbIX Pa3mepos. YBe-
JIMYNBAIOTCA U B pALe C/ly4aeB 0ObI3BECTBAAOTCA
MeAMacTUHaNbHble n 3a6pIOLWNHHbIE
nmoaTtnyeckne ysnabl. [lo3gHee nNosABAAOTCA
NMPU3HaKM MNOpPa*KeHUsA mno4yeK. [lpoTenHypus,
CHayYasia NepemMerKatoLLanCcs, No3gHee CTaHOBUTCA
NOCTOAHHOMW. MocteneHHo pa3BuBaeTca
KapTUHa MHOTFOOPraHHOro nopaeHus.
YBennumBaetca cepaue, BO3HUKAIOT HapyLLeHUA
NpPoOBOAUMOCTH, CephevYHas HenoCTaTOYHOCTb,
MPU3HAKM MOPANKEHUA KeNyAOYHO-KULIEYHOTO
Tpakta.  [JMarHo3  amuaouaosa neyeHu
MOXHO npeanonaratb Yy KaxKAoro 601bHOro
C NPWU3HaKaMW MHOTOOPraHHOIO MNOpPaXKeHus,
passepTbiBatowleroca Ha ¢oOHe HOpPMaJibHOM
TemnepaTtypbl Tena. Bo Bcex cnyyaax AunarHos
[OMKEeH OblTb MOATBEPXKAEH pe3y/abTaTamu
6uoncun. Hambonee 6GesonacHbIMWM OpraHamu
ANA Npon3BoAaCcTBa Buoncum ABNAOTCA CAU3MCTanA
060/104Ka TONCTOM KULLKK, AECHbI, MbILLLbl, KOXa.
Hanbonee nHbopmaTnBHOM cumTaeTca buoncus
noyek [17]. Amwunomg B MuUKponpenapatax
BbIFIAAUT KakK amopdHaa 303MHOdUAbHAA
Macca, KOTOpyr MOXHO anddepeHUNpoBaTb OT
rManuHa CneunanbHOM OKPACKOM U XapaKTepom
HaKkonmneHna B TKaHW. [lpM MCNonb3oBaHWUM
Kpacutens KOHro KpacHbIM amuaong,
n3bumpaTtenocHO BbIKPALWMBAEGTCA B  KPaCHbIN
UBET, ANA WUCKAOYEHUA NIOXKHOMONOXKUTENbHbIX
pe3ynbTaToB  WUCMOAb3YIOT  MUCCAeAOBaHWE B
NoNAPU30BAHHOM CBETE.

fncTMoumTosbl U3 KNeTok flaHrepraHca -
3TO rpynna peaKux 1 Becbma pasHoobpasHbIx Mo
arpeccMBHOCTM U BUoNOrMYECcKoMy MoTeHuMany
3aboneBaHui, 06beANHEHHbIX HanMynem
nNpoandepaTMBHbLIX NPOLLECCOB B MOHOLUMTAPHO-
MakpodaranbHoi cucteme. Npu 3TOM B 0AHOM
rpynne OKa3blBalOTCA COBEPLUEHHO pPasHble No
KNAMHUYECKOMY TeYEHUNIO 60/1e3HM: OT CUCTEMHbIX
HOBOOOpa3oBaHWMI, ObICTPO MNPUBOAALUMX K
rméenn, A0 enUMHUYHbIX [06pOKaYeCcTBEHHbIX
rpanysem [3]. OcobeHHOCTU KAMHUKK, NPOrHO3a
N NeYeHUA HaxoaAaATCA B TECHOM 3aBMCMMOCTU
oT AnddepeHUMPOBKM U CTEMEHU 3PEnocTu
rMCTUOLUMUTAPHbIX 3/1IEMEHTOB.

BonesHb Jletrepepa-CuBe  (3n10Kauve-
CTBEHHbIN TUCTMOLMUTO3 [ETCKOro BO3pacTa)
— peaKuMM BapUaHT, OTAMYAOWMIACA BbICOKOM
NleTaNbHOCTbIO, O0ObIMHO  noparkaeT  AeTen
B BO3pacte A0 3 NeT, vawe - MasibuMKOB.
XapaKkTepHbl NINXopagakKa, renaro- n
CNAEHOMEranuaA ¢ ABNEHUAMN TMNePCNAEeHN3MA,
yBeJInyeHmne NMMPaTUUYECKUX Y3708,
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ANCCEMUHUPOBAHHOE NMopaKeHue  Nerkux
c ¢$opmMMpOBaHMEM  «COTOBOrO  JIEFKOrOY,
KOCTHble [ECTPYKUMU, KOXKHble MOBpeXAeHUA
— 3pPUTPEMATO3HbIE  BbICbIMAHMA W KPyMHble
KOpPUYHEBbIE LIEeNyLWaLMeca nanynbl, KoTopble
HbICTPO M3bA3BNAIOTCA. XapaKTEPHO AUCCEMUHU-
pOBaHHOE NOpPaXKEHWE NErknX C Kaliem, oAblLL-
KOW, AbIXaTeNbHOW Hef0CTaTOYHOCTbIO U peHTre-
HOJIOTMYECKOM KapTUHOM KCOTOBOIO IETKOTO».

bonesHb XeHpga-Wiwonnepa-KpucueHa -
TaK Xe peaKuMi BapuaHT. [opaxatoTca et wm
- 3HAUMTENIbHO peXe - B3pocable. 3abonesaHue

CUCTEMHOE, MeANIEHHO  MpPOrpeccupyoLLee,
BbIABNAIOTCA  rPaHy/NemaTo3Hble  MoparkeHus
KocTer, NUMGbATUUYECKMX Y3108, BHYTPEHHUX

OpraHoB (fnerkve, ceneseHka, MevyeHb U T.4.).
MporHo3 3aBUCUT OT CTEMEHU AUCCEMMHALUW.
Ha no3gHux ctaguax 6onesHb xapaktepmusyetca
KNACCUYECKOM TpMaZoN, BK/KOYAlOWEN 3K30(-
Ta/IbM, HecaxapHblii AnabeT un rpaHynembl B KO-
cTAX Yyepena. KoXHble noparkeHns obHapyKunea-
toTcA NnpubaunsutensHo B 1/3 cnyyaes, npu 3Tom
Ha rpyam, B MOAMbIWEYHbIX U MAaxoBbix 06nacTaAx
NoABNAKOTCA AepMaibHble UHOUNBLTPATbI B BUAE
KpynHbIx nanyn [4].

Jo3nHodpunbHAA rpaHynema — 3abone-
BaHWe AeTel CcTapwero Bo3pacTta M B3POCAbIX,
06bI4HO HabnAATCA OCTEONUTUYECKME OYaru
NnopakeHMA B KOCTAX, HO BO3MOKHO NOABAEHME
M BHEKOCTHbIX O4aroB, B TOM 4YMCNAE B KOXe U
CAN3UCTbIX 060104Kax. MNOTHbIE Many/bl U y3/bl
06bI4HO pacnofiaraloTcA Ha /nLe, BONOCUCTOM
YacTM rO/IOBbl U B MOAMbIWEYHbIX BMNAAUHAX.

B 6onbliMHCTBE cnydaeB OUMArHOCTUpPyeTcA
cnaeHomeranuAa.
CnneHomeranua C ABEHNAMMU

nopTanbHOM runepTeH3uu. B nepsyto oyepesnb
HeobxoaMmo AymaTb O uuppose nevyeHu. Ho
HYHO npoBecTn anddepeHumanbHbli AMArHO3
co Bcemu 3aboneBaHMAMM, NPOTEKAOLWMMMU C
nopTasibHOM FrMNepTeEH3NEN.

BonesHb Bagaa-Knapu — nepBuyHasa ob6-
nTepauma NevYeHOUYHbIX BEH B pe3yabTaTte Wam
aHaodnebuTa 3TUX BEH HEACHOW 3TUONOTUW,
WAM aHOMANUA Pa3BUTUA, HANPUMepP, HaANYUA
BEHO3HOM MembpaHbl C OKKA3MeW cocyaa,
NePCUCTUPYIOLLETO KNamaHa HUMXKHEN nonon
BEHbl, TaK HAa3blBa€MOWN €BCTAXMEBOM 3aC/NOHKM

—n ap.

CuHpopom bapgpa-Kvapn — BTOpUYHOE
HapyweHue OTTOKa KPOBM U3 MeYeHw,
obycnoBneHHoe MHOroobpasHbIMM MPUYUHAMMU
(npnobpeTeHHble  TPoM6O3bI neyYyeHoYHbIX
BEH W HUXKHEM NOoA0N BeHbl, MOAULUTEMMS,
MUFpUpYytoLmne BUcCLepanbHble TpombodnebuTsl,
OnyXxo/an, cAaBneHMe BeH nNpu abcueccax,
9XMHOKOKKO3e, NMmbaaeHonatmn, y MKeHWmMH
— NPW  OCNOMHEHHbIX poaax, abopTax u
FMHEKOJIOTMYECKMX OMNepaLmsx).

OcTpas popma 3ab601eBaHUA BCTpeYaeTcs
peako. [Ons Hee XxapaKTepHbl BHe3amnHoe
Hayano, cuibHble 601M B INUraCTPUM U NPABOM

noapebepbe, pBOTa, WHOrga — KoOAANanMC.
OTmeuaeTca 6bICTpoe yBE/NUYEHUE MEYeHU
M3-3a MPOrpeccUMpyloWwero BEHO3HOro 3acTos.
MeyeHb ynnOTHeHa, 6one3HeHHa, BO3MOXHa
Hebonbwas Kentyxa. CTpemuTenbHO HapacTaeT
acuMT.  ACUMTMYECKass XUAKOCTb  Hepeako
remopparmyeckas, 6bICTpO  HaKanauBaeTcA
nocne napaueHTesa. CnieHomeranma BbipaxeHa
YMEPEHHO, MOXET He OnpeaensTbCsa U3-3a Bbl-
pakeHHoro acuuTa. pn BOBAEYEHUM B NPOLLECC
HUMKHEW MNONOM BeHbl BO3HWKAIOT OTEKM, pac-
LWIMPAKOTCA MOAKOXHblE BeHbl XMuBoTa. CmepTb
HacTynaeT B G6/MMKalluMe HECKO/NIbKO CYTOK W3-
33 NEYEHOYHON KOMbI, XKeny[o4yHO-KULLIEYHOro
KpoBOTEYEHUsA, TPOMOO3a OpPbIXKEEUHbIX BEH U
nepuToHUTA.

XpoHunyeckasn dopma cMHApoma
bappa-Knapu, Kotopas BcTpedvaeTcs ualye,
HauMHaeTca nocteneHHo. O6bIMHO B Havane
yBenmumBaetcs nedyeHb. OHa NnoTHas, 6es3bones-
HeHHasn. Mpun Nanbnaymm xapakTepHo OTCYyTCTBME
renato-lorynapHoro  pedtoKkca. YmepeHHan
cnaeHomeranus Habaogaetcs y TpeTu 60NbHbIX
[21]. B TepMmuHanbHOM cTagmmu ObICTPO HaKanau-
BAETCA acLUMT, BO3HMKAIOT KPOBOTEYEHUA U3 Ba-
PUKO3HbIX BEH MNULLEBOAA, YCUAMBAKOTCA 60au
B BEPXHUX OTAENAX XKMBOTA, MOXET npucoeamu-
HUTbCA CUHOPOM HUMKHEW MONOW BeHbl. MIMeH-
HO pe3Koe yxyAleHue CcOoCTOosHMUA OONbHbIX C
LUMPPO30OM MNEYeHM, ONyXonsimu, NOANLUTEMMU-
el (c HapacTaHMem b6onel, acuuTa) 3actasaser

nogymatb O BO3MOXHOM MNpPUCOEOMHEHUN
cmHgpoma bagaa-Knapw.
C uenbld  AMArHOCTMKM  NpoBOAAT

BEPXHIOID M HUXKHIOW  Kasarpapuio u
KaBaMaHOMETPWUIO, BeHorenaTorpaduio, cnaeHo-
M renaToMaHOMETPUIO (XapaKTepHbI NOBbIWEHWE
NOPTaNIbHOrO AABNEHUA U CHUKEHUE AABEHNA B
NneyeHOYHbIX BEHAX)-

Nauonatnyeckas nopTtasibHaA
rmnepTeHsua (Tak Ha3blBaeMbl
renatonopTanbHbii  CKAepo3) —  pejkoe

3aboneBaHue, BcTpeyatoweecs B KOro-BoctouHom
A3suun, Adpuke, CpeamsemHOMOpbe, a TaKXke
B rocygapctBax CpegHelr Asun. 3ITmosorus
3aboneBaHnsa HeusBecTHa. He ucKntoyaetca
CcBA3b C WHTpaabgomuHanbHON WHeKUMER,
MeHee  BEepOATHbl  BAMAHWE  XPOHUYECKMUX
WHTOKCUMKALMA HEKOTOPbIMW BeLW,ecTBamu Wan
BUPYCHaA aTnonorma [21].

Mamonatuuyeckasn nopTanbHas
rMnepTeH3mnaA Yalle HabagaeTcs y MyXKunH [21].
B ocHoBe naTonornMyeckoro npouecca, BUAUMO,
NNEKUT CKNEepo3 BHYTPUMNEYEHOUYHbIX BETBEMW BO-
POTHOM BeHbl (0bAMTepUpylOWA@n MopTasibHan
BeHonaTtums).

B | (cnneHomeranmyeckomn) ctaamum 3abo-
NleBaHUsA NOABAAIOTCA Tynble 60U, TAXKECTb B Jie-
BoM nogpebepbe. Camu 60nbHbIE MPOLLYMbIBa-
0T YBE/IMYEHHYIO ceneseHKy. [locTeneHHo oHa
[OCTUraeT ovyeHb HONbWINX Pa3MepoB, 3aHNUManA
BCHO /1€BYIO NONOBUHY BPIOLIHOM NOMIOCTU, OT/IU-
YyaeTca NJOTHOCTbO. [MapannenbHoO pa3BMBAIOT-
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CA NOPTOKaBasJ/ibHblE KO//1aTEPANIN, ocobeHHOo B
obnactu nunuwesoga nixKenyaka, OCnoxHALWwmneca
KpoBoTe4YyeHnamu.

Bo Il (uMppoTryeckon) ctaanmn 6onesHn
neyeHb HE3HAYUTENIbHO YBE/IMYMBAETCA MOYTU Y
NOJIOBUHbI OO/bHbIX, Y OCTA/IbHbLIX € OHa MMeeT
06blYHbIEe pa3Mepbl MW JaxKe HECKONIbKO YMEHb-
WweHa. MNpu nanbnaummn nevyeHb naoTHadA, 6esbo-
ne3HeHHaa. Acumt popmupyetca pegKo. HKen-
Iyx;]a, «MEeYEHOYHbIE 3HAKM» MasoXapaKTepHbI.
21].

Bofe3HNM  CBOWMCTBEHHbl  A/UTE/IbHOE
oTcyTCTBUE CUMMNTOMATUKM neyeHOYHOM
HeA0CTaTOYHOCTH n OTHOCUTENbHO
YOOBNETBOPUTE/IbHOE  COCTOAHME  BO/bHbIX
(ocHoBHas OnacHoCTb - NnULLEeBOAHO-
¥KeNyA0o4YHble KPOBOTEYEHMSA).

Mp“ NOPTOMAHOMETPUU 3HAUYUTENbHO
NOBbIWEHO nopTanbHoe AaBNeHune.
Mpn  renaTomaHoOMeTpPUMU NOBbLIWEHO U
BHYTPMMEYEHOUYHOE AaB/ieHue (BbIwwe

200 mm BOA. CT.), 4YTO CBUAETENLCTBYET O
npecuHycomaanbHom 6n0Ke. PeHTreHorpadusa

nuwesoaa, a3odarockonus BbIABAAIOT
BAPUKO3HO paclIMpeHHble BEHbI. Mpwn
cnneHonopTtorpadpun onpeaensaTcs

paclIMpEeHHble U U3BUTbIE Ce/Jie3eHoYHan W
nopTanbHas BeHbl, gedopmaums U CyKeHue
menkux (Il u IV nopsaka) BHYTPUNEYEHOYHbIX
BETBEI BOPOTHOM BEHbI, Pa3BUTbIE KONATEPANN.
Mpw nanapockonuun nevyeHb TEMHO-KOPUYHEBOTO
UBETa; Kancyna ee MN/OTHAaA, YTO/WEHHaa u
dnbpo3npoBaHHas. bruoncua nevyeHn BbiABAAET
¢1bpo3 TPaKTOB MPU COXPaHEHUU AO0NbKOBOM
APXMTEKTOHUKM MeyveHn. OnpenenatoTca TaK Ke
obnautepauma MesnKuMX W pacwmpeHue bonee
KPYMNHbIX  BHYTPWUMEYEHOYHbIX  MOPTa/bHbIX
BETBEM, MPUCTEHOYHbIE U  OKK/IO3UOHHbIE
BEHO3Hble TPOMObI PA3/IMYHOM AABHOCTMU.

CnneHomeranus ABnAeTcs OZHUM
M3 CMMNTOMOB TpomMbo3a BOPOTHOM BEHbI
(nnnetpombo3a), KOoTOpbIN OOLIMHO BO3HMKAET
KaK OC/NOXHeHue apyrux 3abonesaHuit (ump-
PO3 WAN paK MNEe4YeHu, OMyXONb MOAMNKEeNyaou-
HOM »Kenesbl, cnaeyHas 60/1e3Hb, TPAaBMbl KU-
BOTA, TAMXE/Nble 3HTEPOKO/INTbI, OC/IOMKHEHHbIN
anneHauunT, NOANLMTEMMUA, 3SCCEHLMaNbHaA
TpomboumtTemus). OnucaHbl U ngMonaTnyecKme
TPomMb03bl, KOTOpble NMPUMEPHO B 2 pasa yalye
BCTpeYatoTca y My»KuuH [21]. Mpeobnagatowmi
Bo3pact 6onbHbiXx 30-50 net [21]. BbigensatoT
TpM BapuaHTa Tpombo3a: pPaaUKyNApPHbIA (C
BOB/IEYEHNEM Me3eHTepPUabHbIX BETBEMN
BOPOTHOM N CeNe3eHOYHOM BEH), TPYHKYIAPHbIN
(8 cTBONE V. POrtae) u TepmmnHanbHbIN (B Havane
BHYTPUMEYEHOUYHbIX Pa3BETBAEHNI).

OcTpbii  nunetpombo3  HauMHaeTcA
BHE3aMnHO: BO3HMKalT 6Hoam B KMBOTe,
TOLHOTA, PBOTA (4acCTO - C KPOBbID), BO3MOXKEH
Konnanc. [pu BOB/MEYEHUM CENe3eHOYHOW
BEHbl OTMevatoTca 60nm B nieBom nogpebepbe
M OCTpoe YyBenuyeHue ceneseHkn. [leyeHb
06bl4HO He yBenuuyeHa. B HprowHoM nonoctu

HaKaninBaeTcA acunutTnyeckaa XMAKOCTb, 4alle

— remopparuyeckana. Hambonee poctoBepHa

AMarHoCTMKa Npu nposeaeHnn noptorpadpum.
XpoHunueckui nunetTpom603

XapaKTepumayerca 6onee MeaneHHO

pasBuBaloLWenica cMmnTomaTnkon. OTmevatoTca
Hotowme 6oam B noapebepbAx M anuracTpum.
Y 6onbwuHcTBa 60NbHBIX YBEAWMYMBAETCA Cce-

neseHKa. [lpu p[ANTENbHOM  CyLEeCcTBOBaHMMU
TpombodnebutTnyeckom cnieHomeranmm
BO3HMKaeT runepcnieHnsm. Ecam  Tpombo3

He pa3Bwuaca Ha ¢GOHe uMppo3a neyeHu, TO
yBennyeHune nevyeHun Habnrogaercs peako.

Moyt y Bcex 6O0NbHbIX BbIABAAETCA
BapMKO3HOE pacwupeHne BeH nuwesoaa. B
pa3BepPHYTOM CTaAMM BO3HUKAKOT OC/IOMKHEHMUA:
acuMT, MOBTOPHbIE KPOBOTEYEHUA (NULLEBOAHO-
KenyaouHble, remoppougansHbie). O6bluHO
nocae KpPOBOTEYEHUA YyBeAMYeHHan cene3eHKa
YMeHbLUAEeTCA B pa3mepe.

C Uuenblo [MArHOCTUKM MNpPOBOAATCA
cnneHonoptorpadus M CNAeHOMaHOMETPUA.
Mpu Nanapockonuu B cayy4ae MAMONATUYECKOTO
Tpomb603a BUAHbI HEU3MEHEHHaA MeveHb,
XOPOLWO pPas3BUTble KOAMaTepanu, yBeanyeHHas
ceneseHka.

N3o0n1mnpoBaHHas cnaeHomeranusa
BO3HMKAeT npu Tpombo3e wAM  CTeHO3e
ceneseHoOYHoM BeHbl. CTeHO3 MoXKeT ObITb

BPOXAEHHBIM UM NpUoBpPeTEHHbIM (Npu fasne-
HUW yBENMYEHHDbIX TMMPOY3N0B, ONyXONen, nNpu
pybuoBbIX cpaleHnax). CeneseHKa 3HaYNTENbHO
yBenMyeHa. BbipaxkeHbl Konnatepanu (He TONbKO
B 30HE NULLLEBOAA U XKeNyAKa, HO U B PEKTA/IbHOM,
M B OKONOMyno4yHou obnactax). leyeHb He
yBenMyeHa. B AnarHocT1Ke pelatolLee 3Ha4eHne
nMeeT cnaeHonopTorpadus.

YBenunyenue cesie3eHKun npu
rTMNepTepMUM  UAM  MNOBTOPHbLIX MOBbILWEHUAX
TemnepaTtypbl. B nepsyto oyepeab Heobxoanmo
UCKAOYMTL remobnactos. [pu  UCKAOYEHUN
remobnactosa nposoguTca o0b6cnefoBaHWeE B
niaHe UHPEKLMOHHOIO reHesa crnjieHomMeranmm
(cencuc, MHOEKLMOHHbI MOHOHYKNEO3 U gpyrue
MHPeKLMOHHbIe 3aboneBaHWA, MapasuTapHble
WHBa3un, TybepKynes n 1.4.)

Cencuc (ot rpey. sepsis — rHUEHMe),
TAXKENOe MHPEKLMOHHOE 3aboneBaHNe YeNoBeKa
M KMBOTHbIX, BbI3blBaeMoe nonagaHWem B
KPOBb M TKaHW FTHOEPOAHbIX MUKPOOPraHM3MOB
M NPOAYKTOB WX  KU3HEOEATENIbHOCTU —
TOKCMHOB. B0O36yanTeNn: yalle CTPENTOKOKKMK U
CTAadUNOKOKKM, pere — MHEBMOKOKKM, KNLLEYHas
nanoyka n ap. ObbIYHO cencuc pa3BMBaETCA Kak
OC/IO)KHEHWE PAHEBOrO MW BOCMA/INTE/IbHOTO
npouecca. UcTouHMKom obwen nHdekummn moryt
ObITb HarHOEHWEe B pPaHe WAWU OC/NOXKHEHHOE
TeYeHMe MeCTHbIX THOWHbIX 3abonesaHui
(bypyHKYn, KapbyHkyn, ¢nermoHa) - T.H.
XMPYPrUYEeCKUn CEncuc; OCNOXKHEHUA nocne po-
[oB nnu abopta, Korga «BXOAHbIMU BOPOTaMU»
MHOEKUMM  ABNAeTCA  CAM3UcTaa  060/104Ka

74  «AMypCKMit MEIMLMHCKMIL )KypHam» Ne2 (26) 2019



MaTKM, - aKyLLEPCKO-TMHEKOIOTMYECKUIA CENCUC;
FHOWMHbIE NPOLECCbl WAN MNOBPEXAEHUA Op-
raHOB MOYEeno/IOBOM CUCTEMbI, 3aCTOM W UH-
drumpoBaHme moum — ypocencuc u T.4. MNpu
cencuce ceneseHKa YBe/IMYEHA YMEPEHHO,
B OCHOBHOM 3TO YBe/IMYEHWEe onpegenserca
no Y3WUN. VY TpetM naumeHTOB cesie3eHKa
nanbnupyetcs B neBom noppebepbe MAM Ha
2 — 3 cm HuKe pebepHon agyrmn [21], Bcer-
[a - MATKOM KOHcUcTeHUMn. CnaeHomeranus
npu MHOPEKLMOHHOM 3HAOKapAUTE WU cencuce
CBA3aHa MNPEeMMYyLLEeCTBEHHO C runepnaasuen
cesie3eHOYHOM TKaHU (cenTnyeckui
Me3eHXMManbHbI cnnenunt) [21]. MNpu addek-
TUBHOM JIeYEHUM Ccefe3eHKa YMEeHbLUaeTca u
nepectaeTr nanbnuMpoBaTbcA. Hanwuume CTOMKO
yBE€/IMYEHHOW cene3eHKn oO6bl4HO YKasbiBaeT
Ha MmanoadpdeKTMBHoe snedyeHue. Ha cekuuum
ceneseHKa, Kak nNpaBw/o, yBennyeHa, apabnas,
C NOBEPXHOCTM pas3pesa ee COCKabauBanacb
nynbna (T.-H. «CENTUYECKanA ceneseHKar).

MHPEKUMOHHBbIN ~ MOHOHYK/IEO3
HabnogaeTca NPeMMYLLECTBEHHO Y AeTen u
ML, MON1I0A0r0 BO3pacTa. TemnepaTtypa AAMTCA
1-4 Hepenn, xapakTepHa AaumdageHonaTusA.
YacTo pa3BMBaeTCAa TOH3UAIUT C KaTapaabHbIMMU
UNN  A3BEHHO-HEKPOTUYECKUMU U3MEHEHUAMMU
M obpas3oBaHMemM OGUOPUHHBLIX MNAEHOK Ha
NOBEPXHOCTU MUHAANNH. YBEIMYEHME NEYEHU U
cenes3eHKM BbIABNAETCA C 3-5-r0 AHA U AEPKUTCA
003-4Hepenb.UHOrgaoTmevaeTcA3Ha4YUTEIbHOE
yBesInYeHme ceneseHkm npun cnabo BblparKeHHbIX

Apyrux  nposABneHuax 6HonesHu. CeneseHka
MMeeT T[/IafKylo MOBEPXHOCTb, 3/1aCTUYECKYHO
KOHCUCTEHLMIO, oT/IMYaeTcs PbIX/I0CTbIO,

MO3TOMY MNPOTMBOMOKa3aHbl rpybble npuembl
NCCNenoBaHUA, Pe3KMEe ABUNKEHUA UKW TPaBMbl
BO M3bexKaHuMe pa3pbiBa CeNIE3EHKN, XOTA UHOTAA
OH MOKEeT 6bITb U CNOHTaHHbLIM. Y YacTK 60/IbHbIX
pa3BMBAETCA KenTyxa. B Kposu npeobnagator
MOHOHYKNeapbl (M3MeHeHHble  NMMbOLUNUTI),
MMeoLLINE LMPOKYHO LMTOMNIA3My C HECKOJIbKO
dMONETOBbIM OTTEHKOM, C MNEPUHYKNEAPHBIM
npocsetneHnem. Popma KNETOK pasNMYHan -
OT KPYr/1I0M A0 HEenpaBWIbHOM, CBOWCTBEHHOWM
MOHOLUMTaM. AZpa TaK XKe O4HU Kpyrable, apyrue
nonMmopdHble, MoHouuTONoAobHbIe. CTPyK-
Typa sgep /AvweHa rpybon rabibyaTtocty, cBOM-
CTBEHHOM 3penibiM IMMPOLUTAM U MOHOLUTAM,
npubnmskaerca K romoreHHon. N.A. Kaccupckuii
Ha3blBasl 3T MOHOHYK/Ieapbl «BUPOLUTAMMNY,
nogvYepKnBas BUPYCHYH NPUYMHY UX HEOBbIYHOWN
dopmbl [11].

Abcuecc ceneseHKku - peakoe
3aboneBaHne. Hanbonee yacrble MPUYUHBLI €ro
BO3HUMKHOBEHUS — MHGDEKUMA CEeNe3eHKM U ee
TpaBMbl, nepexod UHGEKLUN C COCEAHUX C HeW
OpraHoB, HaAMyMe THOMHO-BOCMANUTE/bHbIX
3aboneBaHnin Apyrux opraHos (ocTeomuenut,
amnuema nnespbl, Ty6epkynes n ap.). onbHbIX
6ecnokosaT 60,11 B 1eBoM nogpebepbe, KOTopble

ycunmealTca  npu GU3MYECKOM  Harpyske.
Habnwogatorca  AnxopagKka UM BblpaXKeHHble
CUMNTOMbl  MHTOKCMKaumu. [pu  nanbnayum

YKMBOTA OOHAPYKMBAIOT YBENNYEHHYIO U PEe3Ko

6onesHeHHyto ceneseHKy. OpHakKo  Takue
NPOABNEHUA  XapaKTepHbl A8  Pa3/INYHbIX
3aboneBaHnt opraHoB rpyaHou u 6prowHoOM
nonocTen. Onpepgensatowmnmm MeTo4aMM
ANArHOCTMKM abcuecca Cene3eHKU ABAAIOTCA
ynbTpacoHorpaduma,  KOMMbKOTEpPHAA  TOMO-
rpadua u  aHrnorpaduma ceneseHku. [Mpwm
y/NbTpacoHorpadpuyeckom nccnenoBaHum
BbIABAAIOT  MOJIOCTHOE obpasoBaHue B

ceneseHKe C  MJOXO  O4YEepPYEHHbIMWU UM
YETKMMUM KOHTypamum pasnnyHoit dopmbl. Mpu
KOMMbIOTEPHOM ToMorpadum abcueccbl UMeroT
BMA, MATKOTKAHHbIX 0OBbEMHbIX NATONOTMYECKUX
04aroBCHWU3KOM MNIOTHOCTbIO- AHIMOrpaduyeckme
[AaHHble yKa3blBalOT Ha obeaHeHMe COCyanCTOro
pUcyHKa B 30He abcuecca, ero cmelweHue wu
Aedopmaumto. MoKasaHa CNAEHIKTOMUS.

Tybepkynes cenes’eHkKu. Yawe
cefie3eHKa BOBJ/IEKAETCA B Mpouecc npu obliem

MUANMAPHOM  TybepKynese. WM30AMpPOBaHHbIM
TybepKynes ceneseHKM HepeaKo MpoTeKkaeT
CO CKYAHOM KAWMHMYECKON CMMMNTOMATUKOW.

Hanbonee 4acto oTmevatoTca cnaeHomeranua
Pa3IMYHOM CTEMEHW BbIPAXKEHHOCTU, aCLWT,
cybdpebpunbHaa Temnepatypa Tena. B Kposwu
obHapyxuMBatoT NEeNKoneHunto (vHOrpa
NenKkouunTos), "MMOOLUTONEHNIO, B HEKOTOPbBIX
CNy4Yasx - HEeNTPOMNeHW, TPOMOOLMUTONEHUIO,
aHemuto. MHorga pas3BMBaEeTCA NAHUMTOMEHMS.
Mpwn PEHTreHONOrMYeCKOM  UCCNen0BaHUK
OpIOWHOM MNONOCTU MOTYT ObiTb BbISIBNEHbI
netpudunumpoBaHHble  o4varm B obnactu
ceneseHkn. [inarHos TybepKynesa cenie3eHku
3aTPYAHEH, €C/IM OTCYTCTBYIOT MPU3HAKM CBEXKETO
WAN paHee umesweroca Tybepkynesa Apyrux
opraHoB. OAHAKO [A0OCTOBEPHbLIM KpuUTepuem
ABNAETCA /IMWb OOHapy)KeHMe MUKOoDbaKTepuit
TybepKyne3a B MasKke WM BbICEBAHME WX U3
nyHKTata. [lpu nopo3peHun Ha Tybepkynes
CeneseHKM fAaxe npu OTCYTCTBUM HALENKHbIX
[OKa3aTeNbCTB  MNPOBOAAT  cneuuduyeckyto
Tyb6epKynoCcTaTMYEeCKyIo Tepanuio ex juvantibus.

BbipakeHHas cnaeHomeranus
HabnogaeTcs Npu XxpoHuyeckoir manapuun. Ce-
Nle3eHKa Npu Her MOXKeT [OCTUraTb OrPOMHbIX
pa3mepoB, CMyCcKaACb B Ma/ibll Tas, U OT/INYaeTcA
60nbWwoN NNOTHOCTbI. OBbIMHO OTMEYaeTcs Bbl-
paKeHHoe noxyaaHue (ManspuinHan Kaxekcus),
TAXenas aHemus ¢ 6a3o0dnNbHON 3ePHUCTOCTbIO
B apuTpoLMTax. InarHoCTMKa — BblAB/IEHME Mansa-
PUMHbIX Nnasmoamnes B Kposu. CnieHomeranma
TUNWYHA 4N1A BUCLLEPASIbHOrO NENLLIMAHNO03a.

Pegko  Mmoryt  BCTpeyaTbcA
ceneseHKMn PasIniyHOM 3STUONOTUN.

KUCTbI

6onn B
ceneseHKn
nmetoLleiics
6biBaeT  npu

CnneHomeranna U ocTpble
nesom nogpebepbe. UHapKT
MOXET BO3HWKHYTb MNpU  YyKe
CnAeHOMeranmu, Kak  3To
remobnacrosax n HacnenCcTBEHHOM
reMo/IMTUYECKOM aHeMUU. DTU  HO30/10TUMU
HEeC/NI0XKHO YCTaHOBUTb Ha OCHOBaHWN
uccnefoBaHMA  KpoBW.  PaspbiB  ceneseHKku
06bl4HO MPOUCXOAUT NpPU TpPaBMe, HO MHOrAa
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HacTynaeT U Npu UHPEKUMOHHbIX 3aboneBaHuUAX,
remaTo/IorMyeckom naTonoruu, 6onesHax
HaKOM/IEHUA,  3/10KAYECTBEHHbIX  OMyXO/AX.
OH MOMKEeT COMPOBOXKAATLCA KPOBOTEYEHMEM
Manoi MHTEHCUMBHOCTM M MACCUBHbIM. Pa3pbiB
CceneseHKM C  MACCUMBHOW  KpoBonoTepen
CoOnpoBOXKAaeTca rO/IOBOKPYXKEHUNEM,
OOMOPOYHbIM  COCTOAHMEM NpPU  NEepemMeHe
MONOMKEHUs  Tena, PBOTOM;  XapaKTepHbI
BblpayKeHHasa TaxMKapAusa, TMNOTOHUA, OAbILIKA;
60N1e3HEHHOCTb pacnpocTpaHeHa nNo Bcemy
YKMBOTY; MOTYT UMETbCSA AB/IEHUSA LLIOKa.

CnneHomeranms npu Anoddy3HbIX
60/1e3HAX COeANHUTEIbHOM TKaHW HabtoaaeTca
Hepeako. HO  AMarHocTMYecKoe  3HauyeHue
3TOr0 CMMNTOMA HeBenuKo. [pu cUcTemHoM
KpacHOM BOANYaHKE Yy 4YacTu OO/NbHbIX MOXET
ObITb yMepeHHass cnaeHomeranmsa. CeneseHka
npuM 3TOM n/J0THOBaTasa, 6e36one3HeHHas.
Mpu 6Moncum ceneseHKU BbISBAAIOT OAMH M3
MOPGHONOrMYECKMX ANArHOCTUYECKUX KpUTEpUEB
CUCTEMHOM KPACHOM BONYAHKM — «CUMMTOM
JIYKOBMYHOW LLENYXN», TO €CTb, CeNe3eHOYHbIN
BACKY/INT C NEePUBACKYNAPHON peakumen B BUae
KOJIbLLEBOTrO MHOroc/ioMHoro ¢ubposa [16, 21].

CuHapom ®entn vawe Habnwogaetca y
YKEHLLUMH B Bo3pacTe cTapLue 50 neT M pa3BuBaeTca
y 60/bHbIX CEPONO3UTUBHLIM PEBMATOUAHbBIM
apTpuTtom B cpeaHem yepe3 10 net oT Hayana
3abonesaHna [16]. OTmeualoTCA BblpaXKeHHbIE
CUCTEMHbIE MPOABNEHMUA: MOAKOXKHbIE Y3E/KW,
NIMX0opajKa, noxyaaHue, reHepanmM3oBaHHaA IMM-
dageHonatua, yBeanyeHne nevyeHn, MMOKapAauT,
NONUCEPO3UT. BO3MOMKEH «Cyxoh CUHAPOM»
LWerpeHa. YBennyeHve ceneseHKM pasanvyHoOm
cTeneHn. Bo3HMKaeT NoBbIWEHHAA CKIOHHOCTb K
nHobeKumnam. B aHanmnse KpoBu obHapyKuBatoTcA
Bblpa*keHHas /ielikoneHus, HelTponeHus. Boias-
NAITCA BbICOKME TUTPbl PEBMATOMAHOIO GaKTo-
pa, runeprammarnobynnHemus, LUPKYANPYLO-
LMe MMMYHHbIe KOMNAEeKCbl. HaxoaaT TMnuyHble
ANA PEBMATOMAHOIO apTpUTa U3MEHEHUs CyCTa-
BOB KUCTEN.

Capkounaos BCTpeyaeTca
NMPEUMYLLECTBEHHO Yy  MOJIOABIX  MKEHLUWH.
BO3MOXHOCTb  BO3HMKHOBEHWA  CapKoMA03a
HY)XHO npegnonaratb B CAy4YaaXx MOAB/EHMUA
y3/10BaTOM 3apuUTEMBI n ABYCTOPOHHEM
NPUKOPHEBOM numdbageHonaTnm (npwn
OTpMUATENIbHOM  TyOEepKYyAMHOBOW npobe).
YmepeHHoe yBe/iMyeHne ceneseHKku
bbiBaeT [0BO/JIBHO YacTo, chnneHomeranua (c
yBe/IMYEHMEM «A0 NyMnKa») OTMeYaeTcs npumep-
Ho y 10% 60nbHbIX capkonao3om [2]. OgHoBpe-
MeHHO HabntogaeTca yBeMyeHne neyeHu.

Yy XYZAOL,aBbIX noaen,
ANNTENbHO noly4yaBLINX TpaHcdy3um
3pUTPOLUTCOAEPKALLMX Cpea, BCneacTeue no-
BbILLEHHOro KPOBEHANO/IHEHWNA MHOTAA CeneseH-
Ka yYBE/IMYMBAETCA M OTYET/IMBO MasbnupyeTca B
nesom nogpebepbe. B aToM cnyyae oHa MATKOM
KOHCUCTEHUMW, MNPU NanbnauMm O4YeBUAHO ee
«YMEHbLUEHMEY, T.K. KPOBb BbIXOAUT B COCY-

anctoe pycno. Y TpaHcdy3MOHHO3aBUCUMbIX
60/1bHbIX Cene3eHKa yBeMunBaeTca BCaeacTame
remocuaeposa.

Taknum ob6pasom, yBennyeHne ceneseHku
[OBO/IbHO LUMPOKO BCTPEYAETCA B KAMHMUYECKOM
npakTnke. MpUYnMHaAMn cnaeHomeraanmm MmoryT
OblTb KaK pacnpocTpaHeHHble 3abosieBaHUA,
OMArHOCTMKa  KOTOPbIX He  npeactasBnser
TPYAHOCTM, Tak W pedKkue 3abonesaHua U
CUHAPOMbI, Tpebylowme cneunuduyeckmx m He
BCeraa AOCTYMHbIX B PYTUHHOM KAWHWYECKOW
NpPaKTUKe MeToA0B UccaeaoBaHmA. TaTeIbHbIN
cbop aHamHesa, noApobHbIN  PU3MKaANbHbLIN
OCMOTpP MauMeHTa, npoBeaeHMe HeobxoaMmoro
obbema 1abopaTOPHbIX U UHCTPYMEHTA/bHbIX
nccnenoBaHui B 6oNblINHCTBE
cnyyaes nomoralT Bpayy pas3obpaTtbcs B
HO30/10TMM NPOSIBIEHMEM KOTOPOMN ABAAeTcA
cnieHomeranva. B cnyyae ecin  yCTaHOBUTb
NPUYNHY 3HAYUTENBHOIO YBEIMYEHNS CENE3EHKMU
He ypaeTca, 6yaeT MOKasaHa Ch/IeHIKTOMMA

o ee nocneayrowmm FMCTONOTMYECKMM
nccnefoBaHMem. MyHKLMA ceneseHKkun
conpaXeHa C BbICOKMM PUCKOM pasBUTUA
KpOBOTEYEHUNA.
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