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CIIUCOK COKPALIEHUH

AJl — apTepuaibHOE 1aBICHUE

AJI® — ageno3unaudocdar

AKK — amuHOKanpoHoBast KUCIOTa

AM® — anenozuamoHopochar

ACK — anerwiicauiuioBasi KUCJIOTa

AT® — anenosuntpudocdar

AYTB — akTUBUPOBaHHOE YaCTUYHOE TPOMOOIIACTUHOBOE BpeEMs
B/B — BHYTPUBEHHO

JIBC — nrcceMrHUpPOBAHHOE BHYTPUCOCYIUCTOE CBEPTHIBAHUE
KKT — ey JO4HO — KAILIEYHBIN TPaKT

HAII (1,2) — uHrubUTOp aKTUBaTOpa MIa3MUHOTeHa 1 u 2
NJT — unTepneiikun 1

KT — komnbrotepHas Tomorpadus

KIIK - koHIIEHTpaT TpPOMOHMHOBOT'O KOMILJIEKCA

JIAI" — nakTaraeruaporenasa

MHO — mexnyHapogHO€ HOPMATIU3YIOLIEE OTHOIICHUE
MPT - marHuTHO — pe3oHaHCHAast TOMOTpadus

HI'T — HaciiencTBeHHas reMopparnyeckasi TEJI€aHrHOIKTO3US
I1B — npoTpoMOHHOBOE BpeMs

[TLIP — nonumMmepHas uenHas peakuus

PHK — pubonykiienHoBas Kuciora

TAII — TkaHEBOM aKTUBATOP IUIA3MHUHOTEHA

T® — TkaHeBoM pakTop

ODB — dakrop pon Bunedpanra

XITH — xpoHuueckas nmouyeqyHasi HeJIOCTaTOYHOCTh

[HHC — nenTpanbHas HEpBHas CUCTEMaA

HELLP — remonuTrnueckas aneMusi B COYETaHUU

C TIOBBIIIIEHHON aKTUBHOCTHIO NMEUYEHOYHBIX (PEPMEHTOB.
HLA - aHTureHsl 1€MKOIIMTOB YEJIOBEKA

|g — uMmMyHOT1OOYIMHBI

VCAML1 - monekynbl aAre3uu KIeToK cocy1oB 1



BBEJEHHUE

I'EMOPPAT'MYECKHUE 3ABOJIEBAHUA 1 CUHAPOMBbI — dhopmbl naTosioruu, mpu
KOTOPBIX OTMEYAETCS MOBBIIIEHHAS] CKTIOHHOCTh K KPOBOTOUHUBOCTH.

Pa3nnuarot HacneACTBEHHbIE H MPUOOPETEHHBIE (POPMBI TEMOPPATUYECKUX 3a00JIEBAHMIA.
HacnencrBennbie popMbl CBSI3aHbBI C HACIEICTBEHHO JETEPMEHUPOBAHHBIMU
NaTOJMYECKUMH U3MEHEHUSIMH: COCYAUCTON CTEHKH; AHOMAJIUSIMU METaKapUOIUTOB U
TPOMOOIIUTOB; aJAr€3UBHBIX OEJIKOB IIa3Mbl KPOBH; MJIa3MEHHBIX (DAKTOPOB
CBEPTHIBAIOUIEH CUCTEMBbI KPOBU. BOJIBIIMHCTBO MPHOOPETEHHBIX (POPM KPOBOTOUUBOCTH
CBSI3aHO C UMMYHHBIMU, UMMYHOKOMIUIEKCHBIMU, TOKCUKOMH(DEKITUOHHBIM U
MeTab0JINYECKUMU TTOPAXKEHUSIMU KPOBEHOCHBIX COCY0B; Pa3IMUHBIMU MTOBPEKICHUSIMU
METaKapuoIUTOB, TPOMOOLUTOB; MPUOOPETEHHBIMU HAPYILIEHUSIMU aiIr€3UBHBIX MOJIEKY
IU1a3Mbl KPOBH U (DAaKTOPOB CBEPTHIBAIOIIEH CUCTEMBI KPOBH; MHOTO()aKTOPHBIM
MOBPEXKACHUAMM B KOAryJsipHO cucteme KpoBu (octpsie [ABC-cunapomsr).

BoJIbIIIMHCTBO TEMOPPATMYECKUX COCTOSTHUM OTHOCSTCSI K SKCTPEHHBIM CUTYAILUAM U
TPeOYIOT OBICTPHIX MEP MO OCTAaHOBKE KpoBoTeueHUs. OTKIIaIbIBAHUE JICUCHUSI B
OKHMJIAaHUU PE3YIbTATOB Ja00OPATOPHBIX UCCIICIOBAHUI TIPUBOAUT K YBEIUUECHUIO
KPOBOTIOTEPH U POCTY reMaToM. [Iis1 ObICTpOro ycTpaHeHHs] KPOBOTEUEHUH, KaXK/bIi Bpay
JIOJIKEH UMETh OTPEICTICHHOE KOTUYECTBO HH(POPMAIIMK O Pa3HBIX TEMOPPArudecKux
COCTOSIHUSIX.



1.HopmaJbHBIN reMocTas

B HOpMme ¢yHKIUS TemocTa3a 3aKjiouaeTcsl B MOJJEPKaHUU KUIAKOTO COCTOSHUS
KpOBM U €€ YIepKaHHUM B cocyAaucToM pyciie. [loBpexieHue coCyIucTodl CTeHKU
OPUBOAUT K OBICTPOM aKTUBAIIMM MHOTOYMCIIEHHBIX MEXaHHW3MOB, HAINpABICHHBIX Ha
OCTAaHOBKY KPOBOTEUEHHS C MOMOIIBIO IEJIOro KOMIUIEKCa B3aMMOCBSI3aHHBIC PEaKIIUiA,
OPOTEKAIONIMX C Yy4YacTUEeM DJHJAOTENHs, IUIa3MEHHBIX (DaKTOPOB CBEPTHIBAHMS,
TpoMOoIUTOB W (pubpuHonmuTHuecknx ¢epmeHToB. (COanaHCHpOBaHHOE JEHCTBUE
KOMIIOHEHTOB 3THUX peaKUuid MOJJAEPKUBAET TEKy4eCTb KpPOBU U MPEMSTCTBYET
M30BITOYHOM aKTHUBAITUHU ITPOKOATYJITHTOB, CIIOCOOCTBYIOIICH 00pa3oBaHNIO TPOMOOB.

Becs nponecc remoctasa MOKHO pa3iesiuTh HA TPH dTalla.

* IlepBuuHblél (COCYIUCTO-TPOMOOLMTAPHBIN) reMOCTa3 3allyCcKaeTcs cpasy Ioclie
NOBPEKJEHUS COCYIHUCTON CTEHKM M BKJIIOYAET B CeOsl CyKEHUE COCYIOB U aAre3uto
MOHOCIIOSI TPOMOOIIMTOB K CYyOIHIOTENUAIbHBIM KOJIJIAr€HOBBIM BOJIOKHAM. JlanbHelas
arperaisi TPOMOOIIMTOB MPUBOAUT K (HOPMHUPOBAHUIO TPOMOOIMTAPHOIO TpomoOa,
OCTaHABJIMBAIOIIETO KPOBOTOK.

* BropuuHblii (KOoaryJsiquOHHBIN) TeMOCTa3 3aKJIIOYaeTCsd B aKTUBAIlMU CBEp-
THIBAIOIIEH CUCTeMbl C oOOpa3oBaHueM HuUTed (UOpUHA, OCENAIIINX MEXKIY
TPOMOOIIUTAMU U CTAOMIIM3UPYIOIIUX TPOMOOLUTAPHBIN TPOMO.

*  @OuOpuHOIN3 HAYMHAETCS C aKTUBAIMU CBS3aHHOTO ¢ (PUOPUHOM ILIa3MHU-HOTEHA
U 3aBepuiaercs pactBopeHuem TpomOa. IIporecc KOHTpoIMpyeTcss HUHTHOUTOpaMu
¢GbubpuHOIN3a, aKTUBUPOBAHHBIMU TPOMOMHOM HJIA CEKPETU-POBAHHBIMHU TPOMOOIIUTAMH.

Jlenenne reMocTaza Ha 3TH 3Tambl HOCUT YCIIOBHBIN XapakTep W MEXIy HUMH HE
CYIIECTBYeT YETKOW TpaHu. Marpuiiei, Ha KOTOPOW MPOUCXOIUT aKTUBAIMSA (DAKTOPOB
CBepThIBaHMS, OOpa3oBaHWe W  pachieruieane  GuOpwHa, CIyXUT  MeMmOpaHa
AKTUBUPOBAHHBIX TPOMOOIIUTOB U IHIOTEITHATBHBIX KIETOK.

Duoomenuanvhvie KiemkKu

DHI0TeNUaIbHbIE KJIETKH BBICTUJIAIOT KPOBEHOCHBIE COCY/IBI M YYaCTBYIOT B T'e€MO-
CTaze W TMOJJIEPKAHUU TEKYy4yeCTH KpPOBU, CHUHTE3UPYS MU CEKPETUPYsS BEIIECTBA C
QHTUTPOMOOTHUYECKUM JEHUCTBUEM M TMPEIMSTCTBYS, TaKUM 00pa3oM, H30BITOUHOMY
otnoxennto (ubpuna. B crnenuanin3upoBaHHBIX OpraHeiax SHAOTEIHATBHBIX KIIETOK
(rpanynel Beibens—Ilanane) conepkarcs O0enku, CTUMyIHpYIoNUe remocTas, - OB u
P-cenektun. Kpome toro, snporenuanbubie KieTku cUHTE3UPYOT MAII-1 u mMonexynbl
aare3uu, Hanpumep VCAM, BBI3BIBAIONINE CKOTUICHUE JICHKOIIUTOB.

K apyrum npoaykram ¢ aHTUTPOMOOTHUYECKMMU CBOMCTBAMH, CEKPETUPYEMBIM
SHJOTEIHATBHBIMU KJIETKAMU, OTHOCATCS TenapaHcyyibdaT (MHrMOupyeT akTUBUPOBAHHbBIC
(dbakTOpbl CBEPTHIBAHHUS), MPOCTALMKIMH W MOHOOKCHJ a30Ta (MOJABISIOT arperamuro
TPOMOOILIMTOB U BBI3BIBAIOT pacIIMpeHue cocyqoB), a Takxe TAIl, HeoOXomauMmbIi st
pacuieruienuss  (GuOpuHA,  OTKJIAABIBAIOIIETOCS  HA  COCYJUCTOM  CTEHKe, W
peI0TBPAIIAONINI ero N30BITOYHOE OTJIOKEHUE U pa3BUTHE TPOMOO03a



Tpomboyumoi

N3 kaxxporo MerakapuoinuTa B KOcTHoM Mo3re oopasyercst 1000-2000 TpoMOOIUTOB,
KOTOpbIE  MPOAOJDKAOT  LHUPKYJIUpPOBAaTh B KpoBU  Okojgo 10  gHeil. Otm
BBICOKOCIICIIMAIM3UPOBAHHBIC O€3bsJICPHbIE KJICTKM  YYaCTBYIOT B CEPUU CIOXKHBIX
peakiMii, HalpaBJIECHHBIX HA OTPAaHUYECHHE KPOBOIIOTEPH.

[ToBpexieHue cocyia MPUBOIUT K pe(IIEKTOPHON Ba30KOHCTPUKIIMU U YBEIUUYEHUIO
CKOPOCTHU CJIBUTa KPOBOTOKA, B PE3YJIbTATE€ YEr0 TPOMOOILMTHI HAYMHAIOT MepeMeniaThes
U3 LEHTPAJIbHOW YacTH COCyJa K COCYAMCTOW CTEHKE U aKTHUBUPYIOTCS P-cenexk-THHOM,
AKCIPECCUPYIONIUMCS Ha TTOBEPXHOCTH 3HAOTENUA B 30HE nopaxeHus. Haxonsmuiics Ha
HOBEPXHOCTH TpoMOoIuToB Komruieke Ib/IX/V cBs3piBaeTCs ¢ BBHICOKOMOJICKYIISIPHBIMH
onmuromepamu  OOB,  BbicBOOOXkAaeMbIMU  rpanyiamu  BeitOens—Ilanane B
SHJOTENHAIBHBIX KJIETKaX .

C nomortipio @DOB TpoMOOIIUTEI MPUKPEIUISIOTCS K IHAOTEINI0, 2 TPOMOOIIUTaAPHBIHA
rkonporens VI odecrieunBaeT ux CBA3BIBAHUE C CYOIHOTEINAIBHBIM KOJJIATCHOM.

AKTUBHUPOBAHHBIE TPOMOOIUTHI AKCHPECCUPYIOT pelenTopsl (QpuOpuHOreHa —
riukonporena allbf3. Kpome Toro, oHn HecyT penentopbl TPOMOMHA M TPOMOOK-CaHa,
CBSI3bIBAHME KOTOPBIX C MX JIMTaHJAaMd MPUBOAUT K aKTUBAIlMM MW arperanuu
TPOMOOITUTOB. 0 -TPaHyJIbl (OAMH U3 ABYX THUIIOB I'PaHyJ TPOMOOIIMTOB) COJEPKAT OCIKH,
oOpasyrolue MOCTUKH MEXIy TpOMOOIMTaMH U CIIOCOOCTBYIOIIME TEM CaMbIM
dbopMHpoBaHUIO TPOMOA U OCTAHOBKE KPOBOTCUCHHSI.

['panynbl apyroro Twma, TUIOTHBIE TpaHyJbl (Ha3BaHHBIE TaK W3-32 BBICOKOTO
COJIEp’)KaHMsl B HUX HOHOB Kayblus) BBICBOOOXKIAOT AJI® M yCUIMBAIOT arperamuio
TPOMOOIIMTOB,
cBs3pIBasich ¢ penentopamu P2Y1 u P2Y12 ma mx moBepxHOCTH. TpOMOOIMTHI HECYT
TaKK€ PEHEenToOpbl K HEKOTOPHIM IUTa3MEHHBIM (hakTOpaMm CBEPTHIBaHMS, BKIIOYAs
nporpoMOuH, paktopel V, X u Xl. Takum o0pazoM, akTUBUPOBAHHBIE TPOMOOIIUTHL MOTYT
OBICTPO HaKaIlJIMBaTh Ha CBOEH MemOpaHe (PakTOpbl CBEpPThIBAHUS, OOECHEUUBAIOLINE
00pa3oBaHUEe YKPEIUICHHOTO (MOPUHOM CTAOUIU3UPOBAHHOTO TPOMOOIIMTAPHOTO TpoMOa.

Hneubumopei.

Bxrnag TpoMOOLIMTOB M 9HAOTENUATBHBIX KJIETOK B (hOPMUPOBAHUE TPOMOOITUTAPHOTO
TpomOa 3aBUCHUT OT wuHruOupyroommx Biausauid. Tak, ADAMTSI13 pacmerniser
BBICOKOMOJIEKYJIsIpHbIE onuroMepbl @DB, AJI® noxa nerictBueM AJl ®Pa3bl npeBpamaeTcs
B AM®, MOHOOKCH]I a30Ta M MPOCTAIUMKIWNH TOJABISIOT arperamui TPOMOOIMTOB, a
TaK>K€ BBI3BIBAIOT PACIIMPEHUE COCYIOB.

Csepmuisarowas cucmema Kposu

@akTOppl CBEPTBIBAHUSA — 3TO TIPYIIA CHHTE3UPYEMBIX B IE€YEHU IUIA3MEHHBIX
O€NIKOB, aKTHBALMsS KOTOPBIX 3aIyCKaeT CJIOXKHYIO IIOCIEA0BATEIbHOCTh PEAKILNH,
BEIyIIUX K oOpa3oBaHHIO TpoMOMHA U MpeBpalieHuto ¢(uOpuHOreHa B (PUOPUH.
N3HavanbHO CUMTAIOCH, UTO KacKaJ dTUX PEaKLUW HOCUT JIMHEHHBIA XapaKTep, OAHAKO B
HacTosillee BpeMs Ipoliecc 0o0pa3oBaHMUs TpoMOMHA U (PUOpHHA paccMaTpUBAETCS Kak
pa3BETBIICHHAs CEThb B3aMMOCBSA3AHHBIX pPEaKIUH, IPOTEKAIOUX B TPU CTAIAUU:
VHULIMALUY, PACTIPOCTPAHEHUS U OCTAHOBKHU.



Craaust HHUIIHALIMH.

[Tpn moBpexACHUM 3HIOTENNS COCyla CyOdIHIOTENNAIbHBIN CION COEeAUHUTEIbHON
TKaHU OOHAXKAETCSd W CTAHOBMUTCS JOCTYIHBIM JJisi B3aUMOJIEUCTBHS C TPOMOOLIMTAMH,
KOTOpbIE HAYMHAIOT MPHUKPEIUISTHCA K HEMY C MOMOUIBIO LMPKYJIUPYIOIIETO B KpPOBU
OO®B. Ha akTUBHpPOBAaHHBIX 3HAOTEIHAIBHBIX KIIETKaX JKCIpeccUupyerca P-cernexkTus.
CeszbiBanne P-cenexkTMHa CcO CBOMM JIMTaHJAOM Ha TIOBEPXHOCTH JICMKOIIUTOB U
TPOMOOITUTOB CTUMYJUPYET UX JBWKEHHE IMYTEM IEpEeKaThIBAHMS IO HAIPABJICHHUIO K
MOBPEXKJIEHHOMY YYacTKy, TIJieé M3 uUX MeMmOpaH oOpa3yroTcss Mukpodactuilsl. Ha
MOBEPXHOCTH MOBPEXKIEHHOTO SHIOTENHSA, KIETOK CYOdHAOTEINANbHOU COSIUHUTEIBHON
TKaHU ¥ MUKPOYaCTHI] FKcripeccupyerca TO.

B 30ne nmoBpexnenust T® obOpasyer komiiekesl ¢ pakropom VIla Ha moBepxHOCTH
AKTUBHPOBAHHBIX TPOMOOLMTOB. OTH KOMIUIEKCHl, B CBOIO Oue€pelb, AKTUBUPYIOT
¢daktopel |X wm X, a akruBupoBaHHBIA (akTop X pacwesieT MNPOTPOMOUH C
o0Opa3zoBaHHEM HEOOJIBIIOTO KOJIMYECTBA TPOMOMHA.

TpoMOUH BBI3bIBAET BBIPAKEHHYIO aKTHBALMIO TPOMOOLIMTOB, MEMOpaHa KOTOPBIX
HAa4YMHAET UTPpaTh POJib CBOCOOPA3HON MATPHULIbI AJIs Pa3BUTHSI MOCIEAYIOIMINX KaTa-
JUTUYECKUX PEAKIMI KOAryJIsIIUOHHOTO Kackajga. AKTUBUPOBAHHbIE TPOMOOLIUTHI
CEKpPETUPYIOT HEKOTOPBIE (PAKTOPHI CBEPTHIBAHMS (Hampumep, pudbpunorex), OB u
nosmdocdatel, ycrmirBaroue aktupaiuo dpaktopa XI rpomounom. ITomudocdars
aKTUBUPYIOT Takxke dakTop V, ycKopsisi, TakuM o0pa3oM, 00pa3zoBaHKe TpOMOUHA.

Cragus pacnpocTpaHeHus.

TpombuH, B HEOOIBIIOM KOJIMUYECTBE OOPa3yIOIMIMNCA BO BpeMs CTaJAUHd WHUIHAIINH,
aktuBupyet Qakropel V, VIII u Xl, ctumynupys oOpazoBaHue €ro JOMOJIHUTEIHHOTO
KOJIMYECTBA, JIOCTATOYHOIO JUISi MPOTHUBOJEHCTBHS HMHIMOUTOpPaM CBEPTHIBAaHUS U
npeBpaiieHus (¢uOpuHoreHa B (GuoOpuH, a Takke ¢akrop X, HeoOxoaumblid ass
noJInMepu3aluy GuOprHa U cTadMIM3aIuU TpOMOa.

Craaust 0CTAaHOBKH.
OTta craaus HayumHaeTcs ¢ akTuBauuu npotenHa C KOTOpBI B NPHUCYTCTBUU
npoTernHa S HrubupyeT aktuBrpoBaHHbie pakTopsl V u VIII.

NHrn6utopsl Koaryasinmuu.

[Tnazma conepkuT OeiIKH, HHIUOUPYIOIINEe aKTUBUPOBAHHBIE (DAKTOPHI CBEPTHIBAHUS
U TPEelOTBpAIlAIONIME H30BITOYHOE BHYTPUCOCYOUCTOE CBepThiBaHHE. IloBbIlIeHHE
YPOBHSI 3THX OENKOB OOBIYHO HE TMPUBOAUT K KPOBOTEUEHHUSM, B TO BpeMsl KaK €ro
CHIDKEHHUE TIOBBIIIAET PUCK TPOMOO30B.

Hueubumop snewne2o mexanuzma céepmul@anus CBI3bIBaeTCA ¢ pakTopom Xa ¢
00pa3oBaHMEM KOMILIEKCA, KOTOPBI ObICTpo MHTHOUpyeT komiieke Td

¢ ¢pakropom Vlla.

AumumpomoOur — 3T0 MOIIHBIA UHTUOUTOP TpoMOUHA, hakTopoB Xa, Xla u
koMmiuiekca T® ¢ dakTopom VIla, nmeronuii 60JbII0e KIMHUYECKOS 3HAUCHHE.



AHTUTPOMOMH TMOAABIAET OOIIYI0 AKTUBHOCTH CBEPTHIBAIOIICH CHCTEMbI KPOBH.
IPETATCTBYS TEM CaMbIM U30BITOYHOMY OTJIOKEHUIO (PMOpHHA U Pa3BUTHIO TPOMOO30B.

Ilpomeun C onocpenyer Apyrol MEXaHU3M YIHETEHHsS BHYTPHUCOCYIUCTOIO
CBEpTHIBAHUS.  DTOT  MEXaHW3M  3allyCKaeTCs  CBSI3BIBAHMEM  TpoMOWHA  C
TPOMOOMOIYJIMHOM Ha MOBEPXHOCTU DHJIOTENHS W MPUBOJIUT K akTUBanuu npoteuHa C,
CBSI3aHHOTO C peIENnTOpaMu Ha IMOBEPXHOCTH KJICTOK. AKTHUBUPOBaHHBIM TpoTenH C B
NPUCYTCTBUHM KO(aAKTOpa, HECBA3aHHOTO TMPOTEMHA S, BBI3BIBACT MPOTEONIU3 |
nHakTuBanuio ¢pakropos Va u Vllla. [Iporenn Z B koMIiekce ¢ MPOTEUH -Z-3aBUCUMBIM
UHTHOUTOPOM MPOTEa3 MHAKTUBHUPYET dakTop Xa.

DOuOpuHOIN3.

Ha cocyaucroii cTeHke Bcerja OTKJIaAbIBaeTCsi HEOOJBIIOE KOJUYeCTBO (hHOpHHA,
KOTOPBI yAaisercss ¢ NOMOLIbI0 (UOPUHOIUTUYECKONM CHUCTEMBL. AKTHUBAIMIO 3TOU
CUCTEMBI  3aIlyCKaeT TAII, cekpeTupyeMblid HSHIAOTEIHAIBHBIMU KJIETKAMH H
peBpalaomni cBsI3aHHbI ¢ GUOpUHOM (B cocTaBe TpomOa) MIIA3MUHOTEH B IJIa3MUH.
OOpazoBaBIMiics TJIa3MHUH PACUICIUISIET BHYTPUCO-CYJIMCThIE OTJIOXKEHUsSI (PUOpUHA C
00pa3oBaHHEM PaCTBOPHUMBIX MPOJAYKTOB, B T. 4. D-mumepoB (dbparmentsl ¢ubpuHa c
HOTIEPEUHBIMU CLIIMBKAMH).

VYpoBenb D-aumepoB, [UIsi  ONpeleNeHHs KOTOPOrO HCIOJB3YIHOTCS  pa3HbIe
nabopaTopHble METOABI, OTpakaeT CTeneHb pacuierienuss ¢ubpuna. Hebombinoe
KOJIMYECTBO

cBOOOHOTO TUIa3MHHA, OCTABIIETOCs MOCIIE PACTBOPEHUS TpoMOa, HEUTpaIN3yeTCs
IPUCYTCTBYIOIMM B KPOBH a2-aHTUIUIA3MUHOM.

Nuruduropsl pudépuHoOIM3a.

[Iporecc pubprHOIU3a MOIABISIETCS BO3ACHCTBUEM CIICAYIOIINX BEIIECTB.

HUAII1l u a2-auTumiasMuH HOAABIISIOT akTUBHOCTE TAIl W Imra3mMuHa COOTBET-
ctBeHHO. [ToBbiienne ypoBHs MAII-1 conpoBosk1aeTcst BBICOKUM PUCKOM aTEPOCKIIEpPO3a,
OJIHAKO TOKa HESICHO, CIY>KUT TOBBIIICHUE ATOTO YPOBHS NPUYMHOU WM CJIEACTBUEM
00pa3oBaHUsI ATEPOCKICPOTUUECKUX OJISIICK.

[loBbIlIeHHEe ypOBHSI a2-aHTUILIAa3MHHA HE YBEIMYMBAET PUCKA TPOMOO30B, XOTS
CHIDKECHUME JTOTO YpPOBHS MHOIJAA IMPUBOAUT K KPOBOTOYMBOCTH B CBSI3U C
WHTUOMPOBAHUEM ILJIa3MHUHA.

HAII 2 cuaTe3upyercs KIETKaMH IUIANICHTH M CIY)KUT BOKHEUITUM WHTHOUTOPOM
TAII, ocoO0eHHO B KOHIIE OEPEMEHHOCTH .

Axmusupyemviii mpomoOunom uneubumop @uopunoruza  (OTHOCUTCS K Kap-
OOKCHTIENITUA3aM)OTIICIUIAET JIM3UH OT MOJIEKYJbl  (puOpHUHA, TPEMSITCTBYS  €ro
CBA3BIBAHUIO C IUIa3MUHOTeHOM. Hapyiienune oOpas3oBaHusi TpoMOMHA (Hampumep, npu
reMO(HINK) COMPOBOXKIACTCS HEIOCTATOYHON aKTHBALMEH STOr0 MHTUOMTO-pa U, Kak
CJIeJICTBHE, U30BITOUHBIM (PUOPUHOIU30M U KPOBOTOYMBOCTHIO.



Peeynayusa ecemocmasa.

[TocnenoBarenbHast akTuBalusl (PaKTOPOB CBEPTHIBAHUS (AKTUBHPOBAHHBIC (PAKTOPHI
0003Havar0TCs JTATUHCKOM OYKBOH a) 3aBepiuaerca oOpa3oBaHHEM TpoMOuHa U GubOpHHAa.
[Ipu sTOM Kaxknmas cTagusl dTOTO TMpOIEcca, KaK YXKE yIMOMHUHAIOCh, HAXOAUTCS TOJ
KOHTPOJIEM UHTHOUTOPOB CBEPTHIBAHHSL.

* HMHrubutop BHEIIHETO MEXaHW3Ma CBEPTHIBAHUS PETYIHUPYET AaKTHBHOCTh KOM-
wiekca T® ¢ pok Topom VIla.

* Tlpoteaza HekcuH-2 uHakTUBUpET (akrop Xla.

* AHTUTpOMOMH MHTHOMpYeT (dakTopsl [Xa n Xa.

* AxtuBupoBaHHbIe TpoTennbl C u S cioyxat uaruouropamu dakropos Va u VIla.

*  AHTUTPOMOUWH U TPOMOOMOIYJIMH HHTUOUPYIOT TPOMOMH.

* CwmenieHue paBHOBECHS MEXAY (aKkTOpaMu CBEPTHIBAHMS U UX MHTMOUTOpAMH B
CTOpOHY TMOCIHEAHMX BeAET K KpOBOTOUYMBOCTU. Hampumep, CKIOHHOCTH K
KpOBOTOYMBOCTH Tipu Temopunuun A wumn B (medpurmur dakropa VI wmm IX
COOTBETCTBEHHO) 00YCJIOBJIEHA TE€M, YTO MHTMOUTOP BHEIIHETO MEXaHH3Ma CBEPThIBAHUS
MIOJIaBIIICT abTEPHATUBHBIN MyTh 00pa3oBaHus TPOMOUWHA ¢ ydacTheM Komiuiekca T ¢
dakropom VIia.

KJ/IIOYEBBIE MOMEHTBI - HOPMAJIBHOI'O I'EMOCTA3A.

e (craHOBKa KPOBOTEUEHUS Cpa3y Mocie MOBPEKICHUS TKaHEeW 00yclioBIeHa
Ba30KOHCTPHUKITUEH, a TAKXKE aJire3UeH U arperaiueil TpoMOOIIUTOB B MECTe
MOPAKEHUST COCYAUCTON CTCHKH.

e DOkcnpeccusi T® Ha MOBEPXHOCTHU KJIETOK MPUBOJUT K aKTUBALIMK CBEPTHIBAIOIICH
cuctembl. TO cBs3wpiBaeT u akTuBupyet paxrop VII, mocne gero dakxrop VIla
3aImycKaeT ceprio PepMEHTATUBHBIX PEAKITUH C OBICTPBIM 00pa30BaHUEM
HEOOJBITIOTO KOJIMYECTBA TPOMOUHA.

e CuenoBble konyecTBa TpoMOrHa akTUBUPYIOT paktopsl X, VI u V, npusoas
00pa30BaHUIO TOPa30 OOJIBIIETO €ro KOJUYECTBA MO MPUHIIUITY TOJIOKHUTEIbHON
00paTHOM CBS3H.

o B manbueiimeM TpoMOUH akTUBUpPYET TpoMOo1uTh, haktop Xl (o6pazyer
MIOTIEPEYHBIC CITUBKU MEXIY IenmsiMu (prubprHa) M aKTUBUPYEMBI TPOMOMHOM
uHTHOUTOP PrOpHHONIH3a, CTAOUITU3HPYST TPOMOOIIUTAPHO-(PUOPUHOBEIN CTYCTOK.



2. O0caenoBanue 00JbHBIX ¢ KPOBOTOYHMBOCTHIO.

Ornpocsl 3I0POBBIX JIMI] MTOKA3bIBAIOT, YTO 65% >KeHIIUH U 35% My>XUMH AT yT-
BEpAUTENIbHBI OTBET, KOTJa WX CIpalIMBalOT, HE CTPaJalOT JH OHH MOBBIIICHHON
KPOBOTOUMBOCTHIO. [103TOMYy OYeHb BakHO, YTOOBI Bpad yMell OMNPENeNATh, Y KOro U3
OOJIBHBIX JEHCTBUTEILHO UMEIOTCS KIMHUYECKU 3HAYUMBbIE TeMOPparuueckue COCTOSHHUS,
YpeBaThie N30BITOUYHBIM, OMTACHBIM WM TSDKEITBIM KPOBOTCUEHHUEM.

OTIUYUTH TSDKEIbIE COCTOSHUS OT JIETKUX OOBIYHO OBIBAET HECIOXKHO, MOCKOJBKY
TSDKEJBIC HAPYIIICHUS MPOSBISIOTCS YaCThIMA CIIOHTAHHBIMHA KPOBOTCUCHUSIMH, TOTJA KaK
IpU JIETKUX HApYIICHUAX KPOBOTEUEHHUS BO3HUKAIOT m3penka. HamHoro TpynHee ObIBaeT
OTJIMYUTH JIETKYIO CTENEHb KPOBOTOYMBOCTH OT HOPMBI, AK€ IOCIE TIIATEIBHOIO
KJIIMHUYECKOTO U JJaO0opaTOpHOTO 00CIIeI0BAHMUS.

OO6cnenoBanue OOJIBHBIX C TOJIO3PEHMEM Ha KPOBOTOYMBOCTH BBIMOJHSIOT B JBa
JTama: Ha IMEpBOM JTale MPOBOIAT COOp aHaMHe3a M MPULETbHOE KIMHUYECKOEe
oOcneoBaHe, HA BTOPOM — JIA0OPATOPHBIE UCCIIEIOBAHUA.

[locnennue BKIIOYAIOT B ce€0s CKPUHUHTOBBIE HCCIEAOBAHUS, OIpeAesieHre
KOHIIEHTPAIMHU OTJEIbHBIX (haKTOPOB CBEPTHIBAHUS M OLIEHKY (DYHKITHIT TPOMOOIIMTOB.

Coop anamnesa

[lepen TeM Kak NPUCTYNHUTH K 0OCIEIOBAaHHIO, COOMPAIOT KaK MOXHO Oo0Jiee TOTHBIN
aHamMHe3. CUMIOTOMBI MOBBIIIEHHOW KPOBOTOYMBOCTH OTMEYAIOT B MEIUIIMHCKON Kapre,
YUUTHIBAS MPU ITOM 00I1I€€ COCTOSIHUE U 00pa3 )KU3HU OOJIBHOTO.

Jlokanuzayus kpogomeuenusi.

KpoBonoaTekn M remopparuyeckasi Chlllb, JJIUTEIBHOE KPOBOTECUCHHE W3 MEJIKHUX
paH, HOCOBBIE, KEJTYIOYHO-KUIIIEYHbIC KPOBOTEUCHUS U MEHOPPArusi 4acTO yKa3bIBalOT Ha
HapyIIeHUEe MEPBUYHOTO reMocTasza (Kak MpH MaToJIOrMU TPOMOOIIUTOB, TaKk M OOJIe3HU
¢don BumieOpanna).

['eMapTpo3bl ¥ BHYTPUMBILICYHBIE I'€MATOMBI MOTYT CBHJIETEJILCTBOBATH O HApy-
MIEHWH BTOPUYHOTO TeMOCTa3a, OOYCJIOBIEHHOM KoarynonatusiMu. [loBTopHBIE
KPOBOTEUEHHUSI OJTHOM W TOW K€ JOKaau3aluu (Hampumep, U3 OJHOU U TOW Ke€ HO3IIpH),
CKOpee BCEro, CBsI3aHbl C AaHATOMUYECKUMU Je(eKTaMu WM MaTOJOTUEH COCYI0B, TOTIa
KaK KPOBOTEUYCHHMS PA3HOM JIOKAJIU3ALMHU YKA3bIBAIOT HA HAPYUICHUE CUCTEMbI TEMOCTA3a.

IIpooonsxcumenvrocmes KpogomeueHus.

JIMUTENhHO CYIIECTBYIONIME CUMITOMBI MOBBIIIEHHOW KPOBOTOUHUBOCTH T'OBOPST O
BPOKJICHHOM HapYILIEHUH T€MOCTa3a, B TO BpeMs KaK HEJJaBHO BO3HUKIIINE CUMIITOMBI
0OBIYHO CBSI3aHBI C MPUOOPETEHHBIMU 3200JIEBAHUAMU (HApUMEp, IEYCHOYHOM
HEJ0CTaTOYHOCTHIO).

Jlerkue BpOKJI€HHbIEC HAPYIIEHUSI FEMOCTAa3a MPOSBISIOTCS TOJBKO MPH
XUPYPTUUECKUX BMEIIATEIbCTBAX (MM TPaBMax ), TO3TOMY BIIEPBBIE MOTYT OBIThH
JMAarHOCTUPOBAHBI B 3pPEJIOM BO3pacTe, OCOOCHHO €CIIH YYUTBIBaTh, UTO OOpe3aHue,



TOH3WJUI3KTOMMIO U yJIaJ€HUE 3yO0B B HACTOSALIEE BPEMS Yallle IPOBOJAT Y B3POCIIbIX.

IIposoyupyrowue paxkmopei.

[To cpaBHEHMIO C KPOBOTEUYEHHSIMH, BO3ZHUKAIOUIUMHU TOJBKO IPHU XUPYPrHUECKUX
BMEILIATEIbCTBAX U TPABMAaX, CIIOHTAHHbBIE KPOBOTEUYEHHSI 00YCIIOBICHBI 00Jiee TSKEIBIMU
HapyLIEHUSIMUA T€MOCTAa3a.

Xupypeuueckue emeuiamensbcmea.

Bo Bpems Oecenpl ¢ OOJbHBIM HEOOXOJUMO BBIACHHTH Yy HEro o000 Bcex
NEPEHECEeHHBIX HMM  ONepalusX, OCOOeHHO o00pe3aHuuW, yAaleHUd 3y0OB U
TOH3WJUIPKTOMHH, TIOCKOJBKY OHM MPEACTABISIIOT OCOOYI0 Yrpo3y KpOBOTEUECHHIA.
[Tone3Ho Takke y3HaTh, KOI/Ia HAUMHAETCSI KpOBOTeUEeHHE. Tak, Hayano KpOBOTEYEHUS BO
BpeMsl OMNepalil yKa3blBaeT HA MAaTOJOTHUIO TPOMOONHMTOB wiu Oose3Hb (oH
BunneOpanna, B TO BpemMsl Kak KpOBOTEUEHHs, BO3HMKAIOUIME 4Yepe3 HECKOJIbKO 4acoB
1OCJIE ONEPALIMH TOBOPAT O AePUIIUTE PAKTOPOB CBEPTHIBAHMUS.

[Ipu koarymonatusx GOpMHPYETCS HOPMAIbHBIA TPOMOOLUTAPHBIA TPOMO, TO3TOMY
KPOBOTEUEHHUE BHAYaJieé OCTAHABIMBAETCS, OJHAKO 4Yepe3 HECKOJIBKO 4YacoB TPOMO, He
CTaOMJIM3UPOBAHHBIM  (UOPUHOM (KOHEUHBIM TMPOAYKT aKTUBAI[MM CBEPThIBAIOIIEH
CUCTEMBI), PACTBOPSAETCS.

Cemetinviti anammes.

VYkazaHus Ha HapylIeHHE TeMOocTa3a B CEMEWHOM aHaMHe3€¢ MOTYT IOJCKa3aTh
HampaBiieHHe oOcnenoBanus (Hampumep, remoduiusg). OgHAKO MX OTCYTCTBHE HE
UCKJTIOYAET HACJIEICTBEHHBINA XapaKTep dTUX HAPYIICHH.

Tak, mpumMepHO y TpeTu OOJBHBIX TeMoDuiIneld CeMEWHBI aHaAMHE3 HE COJCPIKUT
CBEJICHMI O HATMYUU 3a00JIEBaHNUs y POJICTBEHHUKOB.

Kpome Ttoro, eciam OOJbHOW CTpajaeT JIETKUM HapylIEHHEM TIe€MOCTas3a, y €ro
POJICTBEHHHUKOB OHO MOXET OCTaBaTbCcsl He3aMeueHHbIM. HakoHen, B CBs3M C
BO3MOXHOCTBIO CYIIECTBOBAaHUSI HECKOJBKMX T€HETHYECKUX JE(PEKTOB, OTBEYAIOLIMX 32
pa3BUTHE JaHHOTO 3a00JIeBaHMs, Yy pa3HbIX POJCTBEHHUKOB OOJIBHOIO C JIETKUM
HapyLI€HUEM TIeMOCTa3a CHUMIOTOMBI  KPOBOTOYMBOCTH  MOTYT HMETh  Pa3HYIO
BBIPAKEHHOCTb.

Cucmemnvie 3a001e6aHUA.

HeoOxoauMo y4HUTHIBaTH, YTO HEKOTOPHIE CHUCTEMHBIC 3a00JIeBaHUS, HAIPUMEP
II0YeYHass M IICYCHOYHAs HEIOCTATOYHOCTh, I1apa-NMPOTEMHEMUU U KOJUIAT€HO3HI,
IIPEIPACIIONararoT K KPOBOTOUYNBOCTH.

Hekoropeie 3a0oseBanus  (Hampumep, MepraTrelbHas  apuTMus) TpeOyroT
MIOCTOSSHHOTO NTPUMEHEHHSI AHTUKOATyJITHTOB. MHOTME OCTPBIE COCTOSIHUS B CHITY PAa3HbBIX
PUYUH, HAIPUMEP CETICHCa, YPEMHUH WM MTOOOYHOTO MEHCTBUS JTEKAPCTBEHHBIX CPEJICTB,
MOTYT COIIPOBOXKIATHCS KPOBOTOUYHBOCTHIO.

Jlexapcmeennwvie npenapamui.

AcCIHUpUH 4YacTO HCIOJB3YETCS KakK aHTHarperaHT W B OOJIBIIMHCTBE CIIy4yaeB
BBI3BIBACT MPEAPACIIONOKEHHOCTh K KPOBOTEUEHUSAM, IIOOTOMY JIETKUE HACJIEICTBEHHBIC
HapylLIEHHs TEMOCTa3a MOT'YT BIIEPBBIE IPOSBUTHCS IIPU IIPUEME ACTIUPHHA.

[Tpu cOope anHamHe3a HEOOXOAUMO BBISICHUTH, HE IPUMEHSIET JIU OOJIbHOW HEemnpsMbie
AHTUKOATYJISTHTHI (aHTaroHUCThl BuTaMuHa K, Harpumep BapdapuH, a Tak)ke HHTHOUTOPHI



¢dakTopa Xa u TpoMOHMHA). Y CTAIIMOHAPHBIX OOJBHBIX MPUIMHON KPOBOTOUHUBOCTH MOXKET
ob1Th teuenne HI' unmu HMI™ nnst npodunaktiuky Tpom6032a BEH.

Hnoekc kposomouusocmu — 1IEHHBIA KOJIMYECTBEHHBIN MMOKA3aTeNb, OTPAXKa IOIIUN
YaCTOTY U TSHKECTh KpOBOTE€UECHUI. OLIEHUBAETCS TPU KPOBOTEYEHHUSIX U3 HOCA, MEJTKHUX
MOBPEXIACHUN KOXkH, cinuzuctor XKKT, a Takxke npu MEHOpparuu MEKMBbIIIECYHBIX U
BHYTPHUCYCTaBHBIX KPOBOTEUEHHUSIX U BO BPEMSI XUPYPIrUUECKUX BMEIIATEIHCTB.

Oo0ciaenoBanue.

Ocmomp.

TmarenbHbli  OCMOTP  KOXM  MO3BOJIAET  OOHApPYXKUTh  KPOBOINOATEKU U
reMopparuyeckyro cbiib. [Ipu BeIpakeHHOW TPOMOOLMTONEHUU Ha CIU3UCTOM PTa MOTYT
NOSIBASATBCA  My3blpu. OJIHAKO 3TOT CHMIOTOM MOXET OBITh M HE CBsI3aH C
TpoMmOoIuToneHret. Tak, MOsBIIEHWE OJHOTO KPYIHOTO Iy3bIpsS Ha CIM3UCTOM pTa
XapaKTepHO JUIsi OyJUIE3HO-TEeMOPpPAaruvyeckol aHrMHbl — 3a00Je€BaHUS HESICHOM
JTUOJIOTHH, HE CBSI3aHHOTO C HApPYLIEHUEM I'eMOCTa3a.

Haunbonee BeposATHON MPUYMHON KPOBOIOATEKOB B O0JIACTH TOJIOBBI U IIEU CITy)KaT
TpaBMbl. 11X oOHapyxkeHHe y aeTell MOXKeT CBHAETEIbCTBOBATH O KECTOKOM OOpallleHuu.
Teneanru-skra3uu Ha ry0ax, si3bIKe WJIM KOHUYMKax manbueB xapaktepusl ansa HI'T.
Octppie reMapTpO3bl U CHMOTOMBI MPEAMIECTBYIOLIETO IMOPAKEHNS CYCTABOB BCIIEICTBUE
MOBTOPHBIX FEMapPTPO30B FOBOPAT O reMOpUITUY.

PyOupl Haj JOKTEBBIMM M KOJEHHBIMM CYyCTaBaMH XapaKTepHbl Ui Jeduuura
daktopa Xlll. CuneBaTonmioBble TNsATHa Ha OOKOBBIX IMOBEPXHOCTAX JKUBOTA
oOyCJIOBJIEHHbIE 3aTE€KaMH KpOBM M3 OpIOIMIHOM TMOJOCTH WM 3a0pIOIIMHHOIO
IPOCTPAHCTBA B MOAKOXHYIO KieTyaTky (cumnrom ['pes Tepnepa), — vacTblii mpu3HaK
NEePEO3UPOBKY AHTUKOATYJISTHTOB. DKXHMO3bl B OKOJIOIYHNOYHOM 00JIaCTH BCIJIEJICTBUE
3aTeKa KPOBHU BJIOJIb CEPIOBUIHOM CBsA3KM (cumnToMm Kasuiena) Habmogat0TCs IpU reMop-
paru4ecKOM IIAHKPEATUTE, OIyXOJIAX II€YECHH, pa3pblBax CEJIE3€HKH, IIPEPbIBAHUU
BHEMAaTOYHOW OEpPEMEHHOCTH, pa3pblB€ AHEBPU3MBI AOPTHl M KPOBOM3IUSHUU B
3a0pIOMIMHHOE MPOCTPAHCTBO.

JlabopamopHhvie ucciredosanusi.

O0beM 1abOPATOPHBIX HCCICIOBAHUN 3aBUCUT OT PHUCKA TOBBINIEHHONW KpPOBOTO-
YUBOCTH, OIICHUTh KOTOPBHIM TIO3BOJISIIOT aHaMHE3 W (DU3WKAIbHOE WCCIEAOBaHME.
Hannuue moapoOHOTO aHaMHE3a W Pe3yJbTaTOB (DM3MKAIBHOTO HCCICIOBAHUS IAaeT
BO3MOKHOCTh BBISSBUTh WJIM HMCKJIIOYHUTH TIOBBIIICHHYIO KPOBOTOYMBOCTH, OIICHHUTH €€
BBIPAKCHHOCTh (JIETKasi, TsHKENas) U YPOBEHb (NIEPBUUYHBIM IeMoOCTa3, Kak Mpu O0Je3HH
¢on BumneOpanaa wim matoiaoruu TpOMOOIIUTOB, HIIM BTOPUYHBIN, KaK MPpU TeMopuinu u
JIPYTUX KOAryJIOmaTHsx).

JlaGopatopHble HCCACAOBAaHUS OOBIYHO HAYMHAIOT C OOIIEro aHanam3a KpPOBH,
MUKPOCKOITUY Ma3Ka KPOBHU M 00OCJICIOBAHMS HA HAPYIICHHS CBEPTHIBAHMSI.



Ecnu B aHaMHe3€ HET YETKHUX YKa3aHUU Ha MOBBIIIEHHYI0 KPOBOTOYMBOCTH, MOXKHO
OrPaHUYMTHCS 3TUMHU UCCIEIOBAHUAMU (M UCKIIOUYUTH HauOoJiee TSHKEINIbIE HApYIICHHUS).
OpnHako eciii aHaMHE3 FOBOPUT O BBICOKOW BEpPOSITHOCTH KPOBOTOYMBOCTH, KOTOpas He
oOHapy>XMBaeTcsi NpH MPOBEAECHHOM OOCJEAOBAHUM, OINPEACNAIOT KOHUEHTPALUIO
OTIIETBHBIX (DAKTOPOB CBEPTHIBaHUS, HaunHast 00bI4HO ¢ Pakropa VI u ®DB, nockonbky
caMbIMU YacTbIMHU HACJIEACTBEHHBIMU HAapYyIICHUSMU IeMOCTa3a SBISAIOTCA reModuaus A
u 6ose3ns hoH BumieOpanna.

Obwuti ananus Kposu.

[Ipu mnpoBeneHun oOIIErO aHadM3a KPOBU U MHUKPOCKONMU Ma3Ka MOTYT
0oOHapyXMBaThCSl MPU3HAKU HEMPEABUICHHBIX 3a00JE€BaHUN, HANpUMEp JICHKO30B HIIU
NEYEHOYHOM HemocTaTOYHOCTH. IIpu mono3peHun Ha HapylleHHE TeMocTa3a OoJbIIoe
3HAYEHUE UMEET MOJICUET YKCIia TPOMOOIIMTOB U OLIEHKA KX MOP(OJIOTHH.

Tak, nmpu aHomanmuu Mas-XerrjamHa 4KuciIO TPOMOOLIMTOB CHMXKEHO, UX pPa3Mephl
3HAUUTEIBHO YBEJIWYEHBI, & B LIUTOIUIA3ME I'PaHyJIOLUTOB MPUCYTCTBYIOT Tenbla [lene.
OTU NMPU3HAKK MO3BOJISAIOT OTIUYHUTH JAHHOE 3a00JeBaHUEe OT 0oJiee pacpOCTpaHEHHBIX
UMMYHHBIX TpomOoruTonenuil. Eciau ouenka 4yucia 1 MOpQosiorud TPOMOOLIMTOB HE
BBISIBUJIA HApYIICHWW, HO HMEIOTCS TMOJO3PEHHMs Ha HUX JUCHYHKIHIO, TPOBOISAT
JanbHENIIe uccaea0BaHusl.

Bpems kposomeuenus.

[Tpu HapyIeHUN MEPBUYHOIO FEMOCTa3a BPEMsl CBEPThIBAHUS B HEKOTOPBIX (HO HE BO
BCEX) CiyuasxX yBeluuuBaeTcs. JlaHHBIA METOJ UMEET psAJl HEIOCTAaTKOB, BKIIOYas
MHBa3UBHOCTb U CIJIO)KHOCTh CTAHJApPTU3ALMM, MO3TOMY B HACTOSLIEE BPEMs OH PEIKO
UCTIOJIb3YyeTCs JIJIs onpeeneHus GyHKiuu TpomborutoB 1 ODB.

Ounenka ¢pyHKUMUA TPOMOOLIMTOB ¢ MoMoIbIo arperomerpa PFA-100.

JlanHblii mpuOOp MO3BOISET OLEHUTh CHOCOOHOCTH TPOMOOLMTOB K aIre3u M
arperaiuu Npy BBICOKOW CKOPOCTH CIIBUra B MIPHCYTCTBUM KOJUIAr€Ha W aJpeHaanHa Wiu
kojutareHa u A J[®D.

C mnoMomipl0 arperoMerpa MOXXHO TakKe onpenenuTh KoHueHtpauuio AJ[D wu
OLICHUTHh €ro BBICBOOOXKIEHHE M3 IUIOTHBIX TrpaHysl TpombouuToB. HccnegoBaHue c
nomotipio arperomerpa PFA-100 TpeOyer HeOosbIioro oObema ITUTPATHOM KPOBH.
OnHako NUTENbHOE XpaHEHUWE KPOBHM NEpes] MPOBEACHUEM aHalli3a, HapYLICHUS TpHU
3a00pe KPOBH U aHEMHUSI MOTYT UCKaXXaTh €r0 pe3yJIbTaThl.

Xotst PFA-100 HagexxHo pUKCUpYET BIUSHUE acIUpyHA HA (YHKIIUIO TPOMOOIUTOB,
IpU HE3HAYUTENbHBIX HAPYUIEHUAX TeMOcTa3a pe3ysibTaThl aHalii3a MOTYT OKa3aTbCs
HOpMasibHBIMU. [[03TOMY eclii B aHaMHE3€ UMEIOTCS YKa3aHHs Ha HApYIICHUS] TeMOCTasa,
HOPMAJTLHBIN Pe3yJbTaT UCCIICIOBAHUS HE UCKITIOYAET TUCHYHKIINIO TPOMOOIUTOB.

Jlabopamophvie ucciedosanus Ha HAPYULeHUs CEePMbIBAHUS GKITIOUAIOM OnpedeieHUe
AYTB, I1B u xonyenmpayuu (pudbpurocena.

ITockonbky cBepThiBaHuE KpoBH Inpu oleHke AUTB HaumHaeTcs ¢ aktuBauum (akropa
XIl, mpu nedunmure paxkropon X, Xl, X, VIII, X u V 3Hauenne sroro nokazaresns yBe-
JINYUBAETCS.

Cnenyer orMmerutbh, uTo Aedunut (akrtopa Xl HE compoBoXIaeTcs CKIOHHOCTHIO K



KpoBoTouuBOCTH. [l ompenenenuss IIB k mmazme poOasimssror T®, mostomy mnpu
nedurure ¢dakropos I, V, VII u X nabGnronaercss yBennueHUE AAHHOTO IMOKA3aTels.
VYnunenne AUTB u [1B BoisBiIsSIeTCS IPU CHYXKEHUM YPOBHS (DAKTOPOB CBEPTHIBAHMS HE
MeHee 4yeM Ha 25% OTHOCUTEIBHO HOPMBI, NO3TOMY IIPM NOJO3PEHUM Ha JIETKOE
HapylIEHUE IeMOoCcTa3a HeOOXOAMMO OMNPENEIUTh KOHUEHTPALUIO OTIAEIbHBIX (PaKTOpOB
CBEPTHIBAHMUSL.

3. HaciencrBeHHasi reMOpparnyeckasi TeJleaHrMIKTa3us

HI'T - ayrocomHO-moMuHaHTHOE 3a0o0yieBaHUE, OOYCIOBJICHHOE MYyTaIlueli TEHOB
supornuHa (HI'T tuna 1), peuentopa aktuuna (HI'T tuma 2) u ap.

OTH MyTaluy OTBEYAIOT 3a W3MEHEHHE CTPYKTYpbl OE€IKOB, BXOJSIIUX B COCTaB
PELENTOPHBIX KOMIUIEKCOB HAa OHHAOTEIHAIBHBIX W TJIAJKOMBIIICYHBIX KIETKax, W
IPUBOJAT K YTHETEHUIO UX MPOAU(pEepaTUBHON aKTUBHOCTH, MUTPALIUU U POCTA.

M3BecTHO, YTO B pa3BUTUU HTUX HAPYIIEHHH YYacTBYeT TpPaHCHOPMUPYIOMIHIA
¢dakrop pocra . OnHAKO MOKA HE YCTAHOBJIEH MATOreHE3 MOSBIEHUS apTEPUOBEHO3HBIX
ManbhopMaruii.

Kaunuueckasa kapmuna.

Y  OonpmuHcTBa O0MbHBIX ¢ HI'T  oOHapyxuBawTCs  apTepUOBEHO3HBIC
MaTb(hOpMAaIK KOKH U BHYTPEHHUX OPTaHOB.

Jns HI'T tuna 1 xapakTepHbl BO3HHKAIOIIAE B PAHHEM JIETCKOM BO3pPACTE HOCOBBIE
KPOBOTCUCHUS W aApPTEPUOBEHO3HBIC Maibhopmanuu Jierkux, a i HI'T tunma 2 —
NOpaKeHUE MeUYeHU. TeleaHrusKTa3u Ha KOKe OOBIYHO COCTOSIT U3 MEJIKHUX COCY0B, IPU
HAJABJIMBAaHUM OJEAHEIOT MW OOWJIBHO KpPOBOTOUAT Mpu TpaBMUpoBaHuu. OHU
0OHapYKMBAIOTCSI TAK)KE HA CIM3UCTON HOCA U KOHBIOHKTHUBE.

TeneaHrn’KTa3uv Ha CETYATKE MOTYT KPOBOTOUYUTH W MPUBOAUTH K €€ OTCIIOMKE.
Teneanrudkrazun oOpaszyrorcs Bo Bcex otaenax KKT u npuBomstT K UIMTEIBHBIM
KPOBOTEUEHUSIM C Pa3BUTHEM KeJIe30e(DUITUTHON aHEMUH.

B nerkux TeneaHrMdKTa3uu HEpPEIKO OBIBAIOT MHOXKECTBEHHBIMHU, JIOKATM3YIOTCS B
HIDKHUX JOJISIX U MOTYT PacTh U Pa3pbIBaTbCA C PA3BUTHUEM JIETOYHOIO KPOBOTCYECHHS.
HauGonbiryto  OmacHOCTh  MPEACTaBISET BHYTPUIETOYHBIA CcOpOC KpOBU  uepes
apTEPUOBEHO3HBIE  CBUIM, NPOSBILSIIOMIMMCA I[MAHO30M UM COIPOBOXKJIAKOLIUNCS
napagoKCcaTbHON IMOOTHEH.

[IpumepHo y TpeTu OONBHBIX apPTEPHOBEHO3HBIC Madb()OpMaIlid BO3HUKAIOT B
NIEYEHU, IPUBO/JIS K YBEIMUYEHHUIO CEPJIEYHOI0 BHIOPOCA U K CEpJIEUHON HEIOCTATOYHOCTH C
BBICOKMM CEpJEYHBIM BbIOpOoCcOM. WM3BeCTHBI cCilyyad NOPTAIbHOW THUNEPTEH3UH U
MOPAXEHUS KETUYHBIX MyTEH.

Korna orrekaromasi oT KMIIIEYHUKA KPOBb C HAXOASUIMMUCS B HEW JIEKAPCTBEHHBIMHU
CpeACTBAaMM M TOKCHYECKMMH MPOJYKTaMH B 00XOJ MEYEHU MomNajacT HampsMyl B
CUCTEMHBII KPOBOTOK, pa3BUBAETCA MEUYCHOYHas sHIedamonaTus, a TakKe BO3HUKAET
yrpo3a abciiecca roJloBHOI0 MO3ra.



Jluaenocmuka.
[ToBTOpHBIE HOCOBBIE KPOBOTEUECHUS 3aCTaBIAIOT 3amo03puTh HI'T u TpedytoT
TIIATEJIBHOTO OCMOTPA CIIM3UCTOMN HOCA.

4. TEMOPPAIT'NTYECKHUE BACKYJIUTHI

[I'emoppacuyeckuit UMMYHHBIU 8ACKYIUM.

['emopparuyeckuii HMMMYyHHBIM BackyauT, wid Oone3ns Illennelina-I'eHoxa,
OTHOCHUTCSI K MMMYHHBIM BacKyJIUTaM U MPOTEKAET C MOPAKEHUEM BEHYJI KOKH, CyCTABOB,
CIM3UCTOW TOHKOW KHUIIKA W TOYEeK. B KpOBM M Ha CTEHKaX MOPaXEHHBIX COCYIOB
00HapyKUBAIOTCS UMMYHHBIE KOMIUIEKCHI, cojaepxariie IgA.

[Tpuuunbl 3a0051€BaHNUs HEU3BECTHBI, OJJHAKO 3a()MKCUPOBAHbBI CIIy4al €ro pa3BUTHUS
Hocje MPUMEHEHHs acIUpUHA, SHANANPUIIA, KapOUIOMbI U JIEBOAOIIBL.

Yame Bcero 3a00jeBaHrE BO3HUKAET y JETe B Bo3pacte 4-6 JET, XOTS MOXKET IO-
paxartb 1 B3pociibiX. 3abone3zaeMocTs coctabisieT 20,4 Ha 100 000 HaceneHus B rox.

KnuHnyeckass kapTMHA BKIIIOYAET XapaKTEPHYIO JUIsl BAacCKyJIUTa ChIllb U KOXHBIE
A3BbI, 00JIb B JKMBOTE, apTpONaTUHU (MPEUMYIIECTBEHHO KPYIIHBIX CYCTaBOB) U HE(PHUT.
[TopaskeHue novex nposBIISIETCS IKCTPAKATUILIAPHBIM TJIOMEPYIOHEPPUTOM.

Hab6monenue 3a 20 00bHBIMU FEeMOPPArH4€CKUM UMMYHHBIM BaCKYJIMTOM IOKA3alo,
yto y 7 (35%) U3 HUX, EpeHECHINX TSKEIYI0 popMy 3a00JieBaHUsS B JACTCTBE, B 3PEIOM
BO3pacte pasBwiach XITH.

VY JKEHIIMH Ja)e ¢ JIETKMM IeMOPpParnyecKUM BacCKyJUTOM B aHAMHE3€ MOBBIIICH
PUCK apTepHAIbHON THIEPTOHUU U IPOTEUHYPUH BO BpEMSI OEPEMEHHOCTH.

XOTSl HEKOTOpPbIE OTHOCAT M€MOPpPAaru4eCKuii MMMYHHBIN BacKyJUT K BacKy-JIHTaM
KOXU (MPOSIBIAIOTCA MAIBIUPYEMOUN MypITypoil), 3a00ieBaHUE UMEET JOCTATOYHO MHOTO
cnenuduuecKnx MpU3HAKOB (oTioxkeHus |gA, mopakeHne CyCcTaBOB, a TAKKe CIU3UCTOU
TOHKOTO KHMILIEYHUKA U MOYeK ¢ BbICOKUM pruckoMm XIIH B Oyaymiem), 4ToObl €ro MOXHO
OBLJIO paccMaTpPUBATh KaK CAMOCTOSATEIbHYIO HO30JIOTMUYECKYIO €AMHHUILY.

Cpazy nociie moCTaHOBKHU JIMarHo3a (OOBIYHO ¢ MOMOIIBI0 OMOTICUU KOXKU WU MOYEK)
HAYMHAIOT JIEYEHUE TITIOKOKOpTUKOouaaMu. OJIHaKO HECMOTPS Ha 3TO 3a00JI€BaHUE MOXKET
nporpeccupoBath, npuBoas k XIIH. B Takux ciydasx yacTto Ha3HayaroT Iuiazmadepes,
nukiopochamua 1 ModeTrsia MUKOPEHOaT.

Cmewannas Kpuo2nooyiuHemusl.

Kpuoenobynunst - 370 MUMMYHOTIIOOYJIMHBI CBHIBOPOTKH, NPEHUMUTHPYIONUE TPU
HU3KOU TEMIIEpaTypeE.

CMemanHass KpUOTIOOYTMHEMHUSI OTMEUAETCSl Y HEKOTOPBIX 00MbHBIX renatutom C u
mumpomamu. CMemIaHHbIE KPUOTIOOYIHHBI TMPEACTABISIIOT COO0NW KOMITIEKCH U3
MOHOKJIOHAIBHBIX IgM 1 monukinonansHbIX 1gG.

OTOXKeHUE ITHX KOMILIEKCOB HA JHAOTEIWH MEJIKUX COCYJ0B MPUBOAWT K HX
oOCTpyKIIMu U KpoBOTOUMBOCTH. Ilpumepno y 75% OOJIbHBIX pa3BUBAETCS
nonuaptponarus, y 50% — mnopaxeHue mouek, 00bdHO Tiomepyione@pur. OTiaoxeHue
UMMYHHBIX KOMIUIEKCOB HAa CTEHKAaX BEHYJ KOXH MPUBOAUT K MaJbIUPYEMOW MypIype,
KOTOpast 0OBIYHO JIOKAJTU3YETCSl HA TOJICHSX.



I'emoppazuueckas coinb npu amuioudose.

Omnucanbl Tpu (HOPMBI T€HEPATU30BAHHOTO amuioni03a. OHa U3 HUX, HACTIEI-
CTBEHHBIN aMUJION]103, 00YCJIOBJIEHA MYyTaIlUsIMU T€HOB TPAHCTUPETHUHA U HEKOTOPHIX
JIPYTUX OCJKOB, KOTOPBIE OTKJIAIBIBAIOTCS B TKAHSIX B BUJIC aMIIIon 1. A A-aMUIIONU]103
(BTOPUYHBINA aMUITION103) OOBIYHO pa3BUBAETCs HA (POHE XPOHUUYECKUX HHPEKINHA U
XapaKTepU3yeTcs MOBBIIIEHUEM YPOBHS CBIBOPOTOYHOI'O aMHIION 1A A.

Camas pacripoctpaneHnHas popma amunonioza — AL-aMunonso3, nposiBiasieTcs
HAKOIUJICHUEM B CHIBOPOTKE JIETKUX 1LI€TIe MOHOKJIOHAIBHBIX UMMYHOTJIOOYJINHOB,
npeBpamaromuxcs B AL-amunona. Otinoxxenune AL-aMuiionia Ha CTEHKax COCYI0B
3HAYUTENHHO YBEJIMUYHUBAET UX JIOMKOCTh, TO3TOMY JIaXK€ HE3HAUUTEIbHOE HaIPSKEHHUE,
HaIllpuMep MPU YMXaHUU UM HAKIIOHE TOJIOBBI, IPUBOJIUT K pa3pbiBaM MEJIKHX COCYI0B U
KPOBOUBJIUSIHUSAM B KOXKY.

Onnako MpUYUHOM MepBOro oOpanieHus 00bHBIX ¢ AL-aMUI0MI030M K Bpauy
MOTYT OBITh HE KOXKHBIE MTPOSIBIICHUSI, a MPOTeuHypusi. Eciu Bpau npu 3ToM He
3aMo0/I03pUT aMUJION 1032 M HA3HAUUT OUOTICHUIO TTOYEK, OHA MOXKET MPUBECTU K
MaCCHUBHOMY PETPOIEPUTOHEATEHOMY KPOBOTECUEHUIO.

Marepuan it UCCIeA0BaHUS MOXKHO TTOJIYYUTh IyTEeM acIUpPaIMOHHON OHOTICUU
KUPOBOU TKAHU OPIOITHOM CTEHKH. /[MarHo3 CTaBsAT MPH BBISIBJICHUU B IIpemapare,
OKpalIEHHOM KOHI'OKPAaCHBIM, XapaKTEPHOTO JIJI1 aMUJIOU]IA KEITO-3€JIEHOIO CBEUCHUSI.
HenaBHo pa3paboTaH HOBBIN METO/ BBISIBJICHHS aMIJIOM/IA B TKaHAX, OCHOBAHHBIN Ha
VICITOJIG30BAHHH MBIIIMHBIX aHTHTEI K HEMY, MEYCHHBIX 1.

[IprurHON TMOBBILIEHHOW KPOBOTOYMBOCTH INPH aAMHJIOWIO3€ HAPSAY C JIOMKOCTBIO
COCYIOB MOKET ObITh KoaryjomaTus. OTMedarmuiicss Npu aMUJIONA03€ JIe(UInT
daktopa Xa MOKeT OBITh OOYCIOBJICH HapylIeHHEeM akThBanuu ¢akropa X wu3-3a
cBsa3biBaHus TD ¢ aMUIOUIOM.

Omnucan ciiyyail BOCCTaHOBJIEHHUS T€MOCTa3a C TOMOIIbI0 peKOMOMHAHTHOTO (hakTopa
Vlla nepen nposenenreM 00JIbII0I onepanuu y 00JIbHOIO aMUJIOUI030M.

AMWIONI03 MOXKET COMPOBOXKIAThCS W JpyruMu HapymICHUSIMU CBEpPTHIBAHUS,
Biurouast aepunutr ¢dakrtopa V u ODPB U moBbllIeHHE KOHIIEHTPAIUU KOMILIEKCOB
IJIa3MHUHA C 0.2-aHTUIIIA3MUHOM.

OTU NaHHBIE TOBOPAT O TOM, YTO (UOPHUHOIUTHUYECKAs CHCTEMa IPH aMUIIOUJI03€
MOXKET AaKTUBHPOBATHCA, CIIOCOOCTBYSI TOBBIIICHUIO KPOBOTOYMBOCTH. Hakoner,
aMUJIOUJI03, PAa3BUBAIONIMICS TPU MHUEIOMHOM OOJE3HHU, YaCTO COIMPOBOKIACTCS
TPOMOOITUTOTICHHEW W JPYrMMU HApyIICHUSMU TeMocTa3za. TakumM o00pa3oMm, JICUYHTh
aMUJIOU]I03 MOXKET OBITh IOBOJIBHO HEMIPOCTO.



CumMnTOM 0YKOB y OOJLHON aMHUJIOWI030M.

5. Hapymenne pyHkuuu TpoMO0INTOB

Bpoowcoennvie napywenus.

HacnencTBenHas maToJIorusi TPOMOOIIMTOB BCTPEUYAETCS JOBOJIBHO PEIKO U BKIIFOYACT
nedeKTbl MEMOpPAaHHBIX TJIMKOMPOTEHIOB W IATOJOTHIO ITUTOILIA3MATHYECKUX TPaHYI.
HekoTopsie 3a00seBaHMs COMPOBOXKIAIOTCS OTHOCUTENIBHO C1a00il KPOBOTOUMBOCTHIO,
3a4acTyl0 C COXpaHCHHEM HOPMAJBHOTO 4YHCJIa TPOMOOIMTOB, W BIIEPBHIE MOTYT
NPOSIBIISITECS. BO B3POCIOM BO3pacTe, OOBIYHO UINTEIBHBIM KpPOBOTCUCHHEM TIOCIHE
omeparui (HarpuMmep, ocie yaaaeHus 3y00B) U TPaBM.

Hekoropsle HacnencTBeHHble HapylieHUsT (GYHKIUA TPOMOOIIUTOB MPOSIBISIOTCS
TaK)Xe U3MEHEHUEM UX MOP(HOJIIOTHUH i TPOMOOIIUTOTICHUEH.



HacneacrBenHble HapyleHUus1 PyHKIUI TPOMOOIUTOB

3aboJsieBanue |

I'eneTnveckmii fepexT

DYHKUNOHAJIbHBIN TedeKT

TpombonmuToaucTpodus
bepnapa—Cybe

GP1B, GpWB, GP9

TpomOonuTonenus

[IceBnoOone3np GhoH GPIBA CHmwxeHue aare3uu

Bunnebpanna TPOMOOIIMTOB K SHIOTEIHUIO

bonesns ¢hon Bunedpanga| VWF sk30H 28 N36BITOUHOE CBA3BIBAHUE

tuna 2B n3MeHeHHoro @OB ¢ penentopom
Ha TIOBEPXHOCTH TPOMOOIINTOB

Tpombactenus ['nmanumana | ITGA2B, ITGB3 OTtcyTcTBUE arperaiuu

CUHIpPOM CephIX

OtcyTcTBHE a- TpaHyJI

Hapyenue arperanuu

TPOMOOIIUTOB

KBebOekckast anoManus PLAU [ToBbIieHHE PUOPUHOIU-TUYECKON

TpOMOOLIUTOB AKTUBHOCTHU

Cunnpom Xepxkman- [InoTHBIE Hapymenue arperauuu, Hanuaue

ckoro—Jlymraka Cunapom | rpanynsi(HPS-1-8, BKJIFOUCHUU B JICHKOIIUTAX

Yenqnaka—Xuracu LYST, MYO5A,

Cunnpowm ['pucnenmu RAB27A, MLPH)

Anomanus Mas— MYH9 Tpombouutonenus, Tenbia Jlene B

XerrimHa JIEUKOLIUTAX

Cunapom Buckorra— WAS (WASp) YMeHbIIIeHHEe pa3mepa

HenocrarounocTs [{ukiookcureHasa u CHmxeHue arperauid TpoMOOIMTOB

[IUTO30JbHBIX ()EPMEHTOB | TPOMOOKCAHCHMHTETa3a | TMOJ JCUCTBUEM apaxuIOHOBOM
KHCIIOTBI

Cungpom CKOTT TMEM16F (ANO6) CHmWKEHHEe MPOKOATYJISTHTHOU

AKTHUBHOCTHU TpOM6OIII/ITOB

Mymayuu 2ern06 MemOpanHvlX 21UKORPOMEUO08.

ITATOJIOT WA TPOMBOIIUTOB

TpombommTonuctpodus bepnapa-Cynbe 00ycnoBieHa MyTalUsIMH T€HOB
riukonpotenaa I1b u ¢pakropos IX u V. 3aboneBanue nposBiIsSeTCS TPOMOOIIMTONICHHUEH,
TUTAHTCKUMU pa3MepamMu TPOMOOLIMTOB U HapYIIEHUEM UX CLIOCOOHOCTH CBSI3bIBATHCS C
ODB. O6cnenoBanre BhISBISET yAJIMHEHNE BPEMEHU KPOBOTEUCHUSI U HAPYIIICHUE
aJre3uy TpOMOOIIMTOB B MPUCYTCTBUU PUCTOLIETHHA.

[TpennonaoXuTeabHbIi 1UarHo3 CTaBAT MPU KPOBOTEUEHUSAX B aHAMHE3€ U CHIKEHUU
qrciia TPOMOOIIUTOB MOATBEPKACHUEM AUATrHO3a CIYKUT BBISIBICHHE MOP(OIOrHUECKUX
MU3MEHEHUHU TPOMOOIIMTOB U CHIKEHUS UX arperaliy ¢ pUCTOLETHHOM B OTCYTCTBHE

HapyuieHus: Gpyaknn ODB.




Tpombacmenuss Inanymana oOycnoBieHa nepumuroM W (QYHKIIMOHATBLHON
HenoctatouHocThio uHTerpuHa allbB3, xomupyemoro renamu ITGA2B wu ITGB3 wu
NpEACTaBISIONIET0 co00M TpomOouuTapHbii perentop ¢ubOpuHoreHa. 3abolieBaHuE
NPOSIBISIETCS] MEHOPpArueil, KpOBOTOUMBOCTHIO CIIM3UCTHIX U TSHKEIBIMUA KPOBOTCUCHUSIMU
MOCTIe TPAaBM M XUPYPTUUYECKUX BMEIIATEIIbCTB.

Yuciio TpoMOOLMTOB Y OOJIBHBIX HOPMAJIbHOE, OJTHAKO PETPAKITUS KPOBSHOTO CIyCTKa
U arperaius TpOMOOILIMTOB B OTBET Ha CTUMYJSATOpHI, Takue, kak AJID, anpenanun u
KOJIJIareH, HapylieHa.

Anomanuu cpanyn mpomooyumos.

OpHa 13 3TUX aHOMAJIHK MpeACTaBiIeHa ASUIIMTOM IUIOTHBIX TPaHyJ, COACPIKAITIX
Al®, ATO, kanpiuii 1 cepoToHUH. JleUIUT 3THX TpaHys MPUBOJIUT K OTCYTCTBHUIO
BTOpOM (ha3pl arperanMd B OTBET Ha pPa3HbI€ CTUMYJbl U MPOSBISIETCS CKIOHHOCTBIO K
KPOBOIIOATEKAM M KPOBOTCUEHHUSIMHM IOCIE omepanuid u TpaBM. BwisiBUTH neduiut
IJIOTHBIX TPAaHYJ MOKHO C MOMOIIBIO 3JIEKTPOHHON MUKPOCKONHUHM WJIM OLIEHKUA YPOBHS
A1® u ATD B TpomboLIUTAX.

B Tex ciuyuwasx, korma 3To 3a00JIeBAaHHE COYETACTCS C THUPO3WHA30MO3UTUBHBIM
MOJIHBIM aJIbOMHU3MOM M HAaKOILJIEHHEM II€pOuJia B pa3HbIX opraHax (BKJIOYas MOYKH),
OHO Ha3bIBAaETCS CUHIPOMOM XepxmaHckoro-Ilypiaka.

K pasButuo cuaapoma npuBoiaT wmyTanuu reHoB HPS1-8, orBeuaromme 3a
HapyluieHue OeJIKOoBOro TpaHcroprta. Eime onHa matojorus TpoOMOOILMTOB, CBSI3aHHAs C
AHOMAJIMSIMHU TPaHyJ, CHHAPOM CEpPhIX TPOMOOITMTOB, XapakTepuizyercs AeHHUIIUTOM a-
TpaHyl ®  OTCYyTCTBHEM B  TpomOorutax ¢uOpuHoreHa, (GuOpoHEKTHHA U
TPOMOOCTIOH TWHA.

Hapywenue gpynxyuii yumo3sonvHoix chepmenmos u opyeux 6eaxo8 mpomooyumos.

HenoctaTro4HOCTh  ITUKIIOOKCUTEHA3bl MPUBOAWT K  HAPYIICHUIO  arperanuu
TPOMOOITUTOB M BBICBOOOXKICHHS TIOTHBIMU TpaHyiamMu AJID B OTBET Ha CTUMYIISITUIO
AJI® w KONJIareHOM W TIPOSBIIACTCS HEOONBIIONH CKIOHHOCTBIO K KPOBOTCUCHHUSIM.
[TockonbKy acnmupwiH, SIBISSCH HWHTHOMTOPOM 3TOTO0 (EPMEHTA, BBI3BIBACT CXOIHBIC
KIIMHUYECKHUE W JIa0OpaTOpHBbIC M3MEHEHHUS, HEJIOCTATOYHOCTh IMKJIOOKCHTEHA3bl HHOTIA
HA3bIBAIOT «aCMIUPUHOTIOIOOHBIM Je(EKTOMY.

OnucaHo MHOXECTBO JPYTHMX BPOXKIEHHBIX HapyHIEHUN (QYHKIUNA TPOMOOIIUTOB,
Hanpumep TiceBno00e3Hb (oH Bumnebpanma, ae@uIMT penenTopoB KoJUlareHa U
cunapombl Yennaka-Xuracu u Buckorra-Onapuya.

Jluacnocmuka.

Yuciao TpomMOOIMTOB B Ma3Ke KPOBU MOXKET OBITh HOPMAaJbHBIM (TIPU JIETKHX
(YyHKUHMOHANBHBIX HAPYIICHUSX) UM CHUXKEHHbIM. BO3MOXHBI U3MeHeHus Mopdosoruu
TPOMOOIIMTOB W JIEHKOLMTOB, HAIPUMEP XapaKTepHbIX M1 aHoManuu Mas-XerriuHa
TUTAaHTCKUX TPOMOOUUTOB U Teiel Jlene B uuroria3Me JeHKOLIUTOB.

Hwxke mnpuBeneHbl m0pU3HAKH, MO KOTOPHIM MOKHO OTJIMYUTH BPOXKICHHYIO
TPOMOOIIUTONIEHUIO OT MPUOOPETEHHOI.



Ocobennocmu HAC1e0CMBEHHbIX MPOMOOYUMONEHULL

AHaMHe3 ¥ (PU3HKAIbHOE UCCIEA0BAHUE!
e [losiBIeHME KPOBOTOYMBOCTHU B IETCKOM BO3PACTE WIH B IEPUOJL MOJIOBOTO
CO3pEBAHMUS
e Hamnune TpoMOOIIUTONIEHUN Y POJICTBEHHUKOB
e Hanuuue Ipyrux BpOXKIACHHBIX HAPYLICHUN
JlaGopaTopHbie TaHHbBIE:
*  Yucno TpoMOOLMTOB BCET]a CHUKEHO
- Cpennuii 00beM U 1UaMeTp TPOMOOLIUTOB OOBIYHO OOJIBIIIE, YEM NPU UMMYHHBIX
TPOMOOIIUTOIICHUSX.

IIpnoOpereHHble HAPYILIEHUS.

K Hapymiennto pyHKIUNA TPOMOOIIMTOB NPUBOJIAT 3JI0YNIOTPEOIECHUE ATKOTOJIEM,
HapKOTHUKAaMHU, YPEMHUS U MUEJIONPOIUepaTUBHbIE 3a00JI€BAHMUS.

XoTs 310ynoTpeOaeHue alKoroyieM caMmo 1o cede He HapylaeT GyHKIUIO
TPOMOOIIUTOB, OHO MPUBOJUT K CHUKEHHUIO UX YHCIIA U YCUIIMBAET MHTUOUPYIOIee
JICHCTBUE acIMpUHA Ha LIMKIOOKCUTE€HA3Y.

AHTHOMOTHKY, YTHETAIOIIME CUHTE3 KIETOYHOU CTEeHKHU OaKTEpHii, HarpuMmep
NEHULWUTMHBI U 11€(DaioCTIOpUHBI, BbI3bIBasi U3BMEHEHUSI B MEMOpaHe TPOMOOIIUTOB,
YBEIMYHUBAIOT BPEMSI KDOBOTECUEHHSI.

MuHOKCUINI MOAABIISIET CUHTE3 IPOCTarjaHInHOB TpoMOouTamu. Banenpoesas
KHCJIOTa CHIKAET YHUCII0 TPOMOOLIMTOB, HAPYIIAET UX arperanuio U yIMHIET BpeMs
CBepThIBaHUs. UepHbI ApeBeCHbIN Ipub, NCTOIB3yeMblil B ChluyaHbCKOM KyXHE,
MOJIABJISIET arperauo TPOMOOIUTOB.

Tpomboyumemus (3ccenyuanvHas mpomoboyumemusi) — MueaonpoaudepaTuBHOe
3aboneBaHue, 00yCcI0BICHHOE Mpoudepaleii KIoHa CTBOJIOBBIX KIIETOK.

VY 50-60% OonbHBIX BbIsBIseTCs MyTalus rena JAK2. 30b1Tounast nmponudepanus
METaKapUOIMTOB MIPUBOIUT K YBEITUYCHHUIO YUCIIa TPOMOOIIMTOB B KPOBHU, QYHKITHH
KOTOPBIX MOT'YT OBITh HapyIIeHbI. 3a00JIeBaHNE MTOPaKaeT B OCHOBHOM TIOXKHMIIBIX (Jarie
YKEHIIMH), oHaKo B 20% ciaydaeB oHO Bo3HUKaeT 10 40 Jyer.

TpomboruTemus yaiie nNposiBiIIeTcs TPOMOO3aMH, YeM KPOBOTEUEHUSIMHU, KOTOPbIE
OTMeUaroTCs JUib y 4% OOJIbHBIX.

XapakTepHbl CKIOHHOCTh K KPOBOIIOATEKAaM, KDOBOTOYMBOCTbH JIECEH U MACCUBHbBIE
KEJTYJJOUHO-KUIIEYHbIE KPOBOTEUECHHsI. BO3MOXXHO yBeIMUEeHHE ceNe3eHKU. B Ma3kax
KpPOBHU MOT'YT OOHapY’KHUBAThCSI THTAHTCKHE TPOMOOLUTHI C HU3KUM COAEPKaHUEM WITU
BOBCE JIMILIEHHbIE TpanyJl. OnucaHbl pa3Hble HapylIeHus PyHKIUN TPOMOOLIMTOB, CBsI-
3aHHbIE C AePeKTaMu MeMOpaHbl, FPaHyJl U LUTOIIa3MaTuueckux GepmenToB. [1pu
HaJIMYMUU CUMIITOMOB Ha3HAYaIOT JIEYEHUE, HAMPABIEHHOE Ha CHIXKEHHE Yucia
TPOMOOLIUTOB, HAIIPUMEP C UCIIOJIb30BAHUEM I'MIPOKCUMOYEBUHBI, a HUHTEP(EPOHA WIH
aHarpenuja.



TpomoOouuTONIEHUA.

HopmanbHOe 9rcio TpomMGomutos coctaBimser 150-350 x 10°1 ' TpomboruromneHus,
IIpY KOTOPOM 3TO YMCIIO cocTaBiisieT MeHee 150 x 10° 1, MOsxeT GBITH JIETKOi, YMEpPEHHOM
u Tsokenoi. Ipu gmcie tpomGormros Beime 50 x 10° ™ kpoBoTeUYeHMs penKH M HOCAT
JIETKUI XapakTep, MoKa OHO MpeBkimaeT 10 x 10° ™.

CrioHTaHHBIE KPOBOTEYEHHSI M KPOBOTEUYEHHS, TPEOYIOIIME METUIIMHCKONW MOMOIIIH,
0OBIYHO TOBOPSAT O CHIIKCHHH YHCJIa TPOMOOIHMTOB MeHee yeM J0 10 X 10° ot OnHako
YeTKasl CBA3b MEXy PUCKOM KPOBOTCUYECHHI W YHCIOM TPOMOOIIUTOB YaCTO OTCYTCTBYET,
MIOCKOJIBKY TeMOCTa3 3aBUCUT U OT APYTUX (PaKTOPOB, BKIIOYAS 1[EJTOCTHOCT SHAOTEIUS U
COXPAHHOCTh (PYHKIIMI TPOMOOIIUTOB.

01467—[7(0 cmeneru msascecmu mp0M60uum0neHuu

Crenenn Yucsi0 TPOMOOIIUTOB (X 10911'1)
Jlerkas 50-150
YMepeHHas 20-50
Tsoxenas <20
Jlmarnocruka.

Baxneiinryto posib B TMarHOCTUKE TPOMOOIIUTOTICHUH UTPAET MHUKPOCKOTIIHSI CBEIKETO
Mazka KpoBu. [Ipu uccnenoBaHuM Ma3ka BHayaje MOJTBEPKIAIOT CHIKEHHE 4YHUCTa
TPOMOOITUTOB, a 3aTEM MPOBEPSIOT, HET JIH IPYTUX HAPYIICHHM.

Kaxyieecst cHuxkeHue unciia TpOMOOIUTOB (TICEBAOTPOMOOIIMTONICHUS) MOXKET OBITh
0OyCJIOBJIEHO WX arryilOTUHAIMENd o] JEHCTBHUEM XOJIoAa, 0Opa3oBaHUEM PO3ETOK U3
JIEUKOLIMTOB, OKPY>KEHHBIX TPOMOOLIMTAMU, U CIUIAHUEM JIPYT C IPYTOM B MPUCYTCTBUU
TaKUX aHTUKOAryJstHTOB, Kak D/ITA unu remnapuH.

[TockonbKy Mpy aBTOMAaTUYECKOM TMOJICUETe KJIETOK KOHTJIOMEpaThl TPOMOOIIMTOR HE
PacIio3HAIOTCSI, YUCIO TPOMOOIIMTOB OKa3bIBACTCS 3aHWKEHHBIM. OJHAKO BBHISBJICHUE B
TOHKOM 4YacTW Ma3Ka CKOIUICHHH TPOMOOIIMTOB TOBOPUT O TOM, UYTO MX YHCIIO OOJbIIE,
YEM MMOKA3bIBAET ABTOMATUYECKUI CUETUHK.

Jlst Gosiee TOYHOTO OMPENETICHUsT YKclia TPOMOOIIMTOB MPOBOAST UX TOBTOPHBIM
MOJICUET B CBEXKEW MpoOe KPOBU UIIM B KPOBU C JOOABJICHUEM LIUTPATA.



JAuddepeHunanbHas TMATHOCTHKA TPOMOOUMTONCHUIA.

IpuunHbI
TPOMOOUMTONeHUIT

Kiaunnyeckasi cuTyanmus u
HHAMBUAYaJIbHbIE
0COOEHHOCTH

BrisBiseMmblie
N3MEHCHUS

NMMyHHBIC HApYIIICHUS
(ayToaHnTHTENA)

MoJtoIpIe KEHIITUHEI

BunuMeIx nsMeHeHun
HET

JlekapcTBEHHBIE Cpe/ICTBA

Hamnune npyrux
3a00sieBaHUI

[IpumeHenue nmpemnapaTon
(Hampumep, XUHUANHA
WIH TIPENapaToB 30J10Ta)

PecniuparopHslii quctpecc-

CHUHAPOM B3POCJBIX

Jleuenune B oTneeHNN
peaHuManuu

Hopmansheie [1B, AUTB
U YpOBeHb (huOpHHOTEHA

JABC Cerncuc, 3nokauectBeHnble  3menenue 1B, AUTB u
HOBOOOpa30BaHUS ypoBHs (puOpHUHOTreHa
TpomboTHueckue Cynoporu, nouyeuHas ®parMeHTapHbIC
MUKpPOAHTHOIATHH. HEJI0CTAaTOYHOCTh SPUTPOLUTHI
HEILP-cuaapom bepemenHoCTB [loBbIlIEHNE AKTUBHOCTH
MEYEHOYHBIX (PEPMEHTOB
I'emapunoBas TpomM0603bI Jleuenue renapuHOM
TPONTPOMOOIIUTONICHUS
ArnnacTudeckas aHeMHs], KpoBoTOUMBOCTS, AHeMus1, HEUTPOTIEHUS
MUEIO0IUCIIIIACTUYECKUE UHpeKIuu
CUHAPOMBI
[Teuenounas
HEJ0CTaTOYHOCTb. XpoHuueckue 060J1€3HU Crnenomeranus
MuenonpondepaTuBHbIe
3a0oseBaHus

IlepBuyHasi HUMMYHHAasi TPOMOOIMTONEHUSI

Panbiie BCTpCUAJIaACh MPCUMYIONCCTBCHHO Y MOJIOABIX JKCHIIWH, OAHAKO IO MCPC
CTapCHUA HACCJICHHA OHA BCC YHalllc 06H3py>KI/IBaCTCSI Y HOXHWJIBIX, IPUYCM C O,)IPIH&KOBOIZ

4acTOTOHU Y XKCHIIUH 1 MY>KYHUH.

PacnpocTpaHeHHOCTh TIEPBUYHOW HMMMYHHOH TPOMOOIIMTONIEHUN CpEeIU BCETro
HaceneHuss cocraiaser 2,5:100 000, torma kak y Jui crapmie 60 3a0oieBaHue

BCcTpeudaeTcs ¢ yactotoit 4,5:100 000.



Jluacnocmuka.

VY MHOrux OOJIbHBIX TPOMOOUMTONEHUSI OOHAPYKUBAETCA MPHU MPOBEACHUM OOILEro
aHajM3a KPOBU B paMKax ouepeaHOro npopuiakTuyecKoro OCMOTpa, OJIHAKO B OCTaJIbHBIX
ciyyasix OoJibHbIE camMH OOpamarTcss K Bpayy [0 TMOBOJY BO3HHMKIIEH y HHX
NETEXUATIBHOM CBIIM WM KPOBOTOYMBOCTH CIIM3UCTOM pTa.

OOcnenoBaHue HAYMHAIOT cO cOopa aHaMHe3a, oOpaias 0co00e BHUMaHUE HA TaKue
CUMITOMBI, KaK JIUXOpajka, 00Jb MU NOXyJaHUE, HEJABHO IEPEHECEHHblE HH(OEKINU
JbIXaTeNbHBIX IMyTeH, (akTopsl pucka BUYU-undexuum, ynorpediieHHe aiakoroyis WU
OPUMEHEHUE XMHUHA B KAueCTBE Ipernapara JUisl JICYEHUS MBIIIEYHbIX CIIA3MOB WIH B
COCTABE HAIIUTKOB.

HeoOxomumo coOpath cBeleHuss 000 BCEX HEJaBHO NPUMEHSBIIUXCS OOJbHBIM
JIEKapCTBEHHBIX CpelcTBaxX M (utonpenaparax. Bo Bpems (pU3MKaIBHOIO UCCIEI0BaHUS
OOJBHOTO OCMATPUBAIOT HA MpPEAMET MPU3HAKOB HApYyUIEHU TreMocTasa, Halmpumep
neTexuii, CyOKOHBbIOHKTUBAJIBHBIX KPOBOMBIIUSHHUMA, HKXMMO30B M Iy3bIped ¢
reMOpparuyecKiuM COJEP>KUMbIM Ha CIU3UCTOH pTa.

OTMeyaroT Takke MpU3HAKU CHCTEMHBIX 3a00JIeBaHUM, BKIIOYas TMOXYAaHUE,
TMIIOTUPEO3, yBEIMUEHUE JIUMGOY3JI0B U cIiuieHoMeranuto. IIpu mpoBeneHum ooOuiero
aHaJlu3a KpPOBU  OLEHUBAIOT TsDKECTh  TpomOouuToneHuu. Ilpm  XpoHHueckom
KPOBOTEUEHHUHU OOIIMN aHAJIN3 KPOBU BBISABISAET THIOXPOMHYIO0 MUKPOLIMTAPHYIO aHEMHUIO,
OJIHAKO YHCJIO JEUKOLIUTOB OOBIYHO OBIBAET HOPMAJIbHBIM.

Kak yxe ynmomMuHanmoch, IS MOATBEPKACHUS TPOMOOIMUTONECHUU U HCKIIOUEHUS
JAPYTUX reMaTOJIOTMYECKUX 3a001€BaHUI TPOBOJAAT MUKPOCKOIIUIO Ma3Ka KPOBHU.

CornmacHo onyoOnukoBaHHOMY B 2011 1. pykoBOACTBY AMEPUKAHCKOTO TI€MAaTo
JIOTUYECKOTO 00111ecTBa, OONBHBIM C BIEPBHIE BBISBICHHONM MEPBUYHOM HMMYHHOM
TPOMOOIIUTONEHUEN MPOBOAUTH MCCIEIOBAHUE KOCTHOTO MO3ra HE PEKOMEHIYETCs, ECIH
aHaMHe3 M (PU3MKaJIbHOE UCCIIEI0BAHUE Y HUX HEMH(POPMATUBHBI, a OO aHAIU3 KPOBU
BBISIBJISIET TOJILKO TPOMOOIIUTONICHUIO U 5KeJIe30/Ie(DUIIMTHYIO AaHEMHUIO.

Opmnako Bce 60JbHBIE JOJDKHBI OBITH 00cieoBanbl Ha renatuT C 1 BUY-undexnuro.



[Terexuit y 60JILHOTO ¢ IEPBUYHON UMMYHHON TPOMOOIIUTOTICHUEH



- 5
CyOKOHBIOHKTHBAJILHOE KPOBOM3JIHSHIE Y OOJIBHOTO C MEPBUYHON UMMYHHOMN

TPOMOOITUTOTICHHUEH.

Tpom0oTHYecKe MUKPOAHTHONIATHH.

Bxiroyator TpOMOOTHYECKYH0 TPOMOOIMTONEHUYECKYIO MYpIypy, I'€MOJIUTHKO-
YPEMUUECKUH CHUHAPOM, TE€MOJIUTHYECKYID aHEMHUIO C IMOBBIILIEHHEM AaKTUBHOCTH
neyeHOYHbIX ¢GepMeHTOB U TpombouutoneHued (HELLP-cunnpom) y OepemeHHBIX U
rernapuHOBYIO0 TPOMOOIIUTONIEHUIO.

K napymenuto remocraza 3Ty 3a00yieBaHUS HE MPUBOJAT, HO BCE OHU COMPOBO-
KIAI0TCS TPOMOOLIUTONIEHUEH.

KimHnueckue nposiBICHNs BKIIOUYAIOT MIIEMHYECKOE MOPAXKEHUSI OPraHOB U TKaHEM:
TOJOBHOTO MO3ra, Cepjlla U IOYEeK MpU TPOMOOTHYECKOW TPOMOOIMTONECHUYECKON
MypIype, IMOYEK MPHU TEMOJUTUKO-yPEMHUYECKOM cUHApoMe, nedyenn npu HELLP-
CHUHJIPOME, TAHTPEHE KOHEUHOCTEN WJIM CTEHKHU TOJICTOM KUIIKHU IIPU T€NAPUHOBOM TPO

JlaGopaTopHble HCCIEAOBAHUSA BBIABIAIOT TMPU3HAKK MHUKPOAHTHOMATUYECKOM
TreMOJIMTUYECKONM aHEMUU C CETMEHTHPOBAHHBIMHU 3PUTPOLIMTAMH M PETHUKY-JIOLUTO30M,
TPOMOOITUTOTNICHUIO U MOBBIIIEHUE aKTUBHOCTH JIJII



TpomOounTonenusi 6epeMeHHbIX.

VY 6-10% OepemenHbIx pa3BuBaetrcs jerkas tpomoouutonenus (100-150 x 10° ).
OOBIYHO OHA HOCH JI0OPOKAYECTBEHHBIM XapakTep W BBIABISETCA Ciy4yailHOo. B psine
CIy4yaeB OHa CONYTCTBYET apTepUabHOM TUIEPTOHUM OEpPEMEHHBIX U MEePBUYHOU
UMMYHHOH TPOMOOIIUTOIIEHUY.

WNHorga nuarHo3 TpOMOOLMTONEHHM CTaBAT IO OMIMOKE H3-3a HENpPaBUIBLHOTO
nojicyeTa TPOMOOIIMTOB B CBSI3HM C MX CIMIaHUEM IN Vitro. Bo n3bexaHue 3Toi OmuoOKu
PEKOMEHIYETCsl NMPOBOAWTH MHKPOCKOIIMIO Ma3Ka KPOBHM [UISl BBISIBICHHMS AarperatoB
TpoMOouuToB. Kpome TOro, ans mOpaBUIBHOTO OIpeNeNeHUs Yuciaa TPOMOOIMTOB
PEKOMEH IyeTCsl POBOJUTH €ro cpaszy mocie 3a00pa KpoBH, MOCKOJIBKY €€ XpaHEHUE MpU
KOMHATHOHM TEMIEPATYPE MOKET NPUBOJUTH K X arrIFOTHHALIMH.

WNHorna noacyer TpoMOOIIMTOB ObIBAa€T 00Jie€ TOUHBIM, €CJIM B KPOBb JOOABISAIOT HE
OTA, a uurpar Hatpus.

[Tociie mpoBepKHM NPaBUIBHOCTH PE3YJIbTATOB MOJCYETA TPOMOOLUTOB MPOBOJAT
b depeHunanbHbIi TMarHo3 MeXay TPOMOOLMTOINEHUEH OEpEeMEHHBIX, COCTaBISIOIIEH
75% Bcex ciy4aeB TpPOMOOLIMTOINIEHUHU, BBISBISIEMONM BO BpeMsl OEpeMEHHOCTH, U
NEPBUYHON UMMYHHOH TPOMOOLIMTONIEHUEH, COCTABIISIIOLIEH Beero 4% 3TUX CITy4aeB.

AudpepeHunanbHbIA AUATHO3 TPOMOOLMTONIEHNH BO BpeMsl 0epeMeHHOCTH

HUccnenoBanus TpomOounToneHus IlepBuyHass UMMYHHast
O0epeMeHHbIX TPOMOOLUTONECHUSA
VYkazaHus Ha TpOMOOIH- TosnbKO BO BpeMs Bo Bpems u BHE
TOTNICHUIO B aHAMHE3E OepeMEeHHOCTH OepeMEeHHOCTH
T, T
Yucio TpoMOOLIUTOB O6b14H0 > 70 X10°1" : O6b14H0 < 70x10°1 l,
CTaOMIBLHOE BO BpeMsI MPOTPECCUBHO CHUKAETCS BO
OepeMEeHHOCTH BpeMsi OepeMEHHOCTH
PesynbTaThl uccienoBanuit Ha  OTpuULIaTENIbHbBIC YacTo moaoXXuTeNbHbIC
aytoantutena (Hanpumep, AH,
AK)
TpomOotmuToTIeHHS Yy Her BoisiBnsierca y 10% oo
HOBOPOX/ICHHBIX (uucno
9 1-1
TpomboruToB < 50 x10° ™)

AKA — aumumena x kapouomponuny, AHA — anmunyxneapuvle anmumerna.



Tpomoountonenusi npu renature C u BU4-undexunu.

TpoMOOLUTONEHUS CIYKUT YacThiM ocioxkHeHueM renatutra C u BUY-undekiumy,
OZIHAKO OHA PEAKO MPUBOAUT K CIIOHTAHHBIM KPOBOTEYEHUSIM, JAXKE IIPU KPAUHE
BBIPAKEHHOM CHIKEHUH TPOMOOIIUTOB.

OnucaHo HECKOJIBKO MEXaHU3MOB, OTBEUAIOIIIMX 34 €€ pa3BUTHE, BKIIIOYas 3aXBatT
TPOMOOIIMTOB CEJIE3eHKOM, 00pa3oBaHNE HMMYHHBIX KOMIUICKCOB U 3apayKCHUE
METaKapUOLIMTOB BUPYCAMHU.

Ha nmo3aaux cragusax BUY-undexunn Bo3MoxkHa aTpodusi KOCTHOTO MO3Ta ¢ pas-
BUTHEM MMAHIUTOIICHUH. Y CIIEIIHAS aHTUPETPOBUPYCHAS TEPAIMS YACTO IMIPUBOUT K
HEOOJIBIIIOMY ITOBBIIIICHUIO YHCIIa TPOMOOITUTOB.

ﬂexapcmeeﬂﬂbze mp0M60L;um0neHuu

BceTpedaroTess OTHOCUTENBHO PEAKO, UX YACcTOTa OleHuBaercs B 1-2 ciaydas Ha 100
000 gyenoBek B roa.

JlekapcTBEHHBIE  CpEJCTBA,  BBI3BIBAIOIIUME  TPOMOOIIMTONECHUIO,  YTHETAIOT
oOpa3oBaHH€ TPOMOOIIMTOB WJIM WHAYHHUPYIOT BBIPAOOTKY HAIPABICHHBIX IPOTHUB
TpomMOoMTOB aHTUTeN. [loxkamyi, camMoil 4acTo MPUYMHON JIEKApCTBEHHONW MMMYHHOM
TPOMOOITUTONICHUH CIIYXKUT Te€NapuH, OJHAKO B JaHHOM CJydae OH BBI3bIBAE€T HE
KPOBOTEUEHHUS, & TPOMOO3HI.

Hakonen, Kk pa3BUTHIO OCTPON TPOMOOLIMTONIEHUU MOTYT IPUBOJIUTH TAKUE CPEJICTBA,
KaK aJIeMTy3yMa0, MOJIOTO€ KYH)KYTHOE CeMs U KUTailcKue (huTorpenaparsl.

B pa3zBuTuu nekapcTBeHHON TPOMOOITMTOTICHUH yYaCcTBYIOT pa3Hbie MeXxaHu3Mbl. O1H U3
HUX BKJIIOYAET CBA3bIBAHME Mpernapara ¢ TIIUKONPOTEUJaMH MEMOpaHbl TPOMOOIIUTOB C
MOCIEAYIOMIEN CTUMYJSIIMEN CHHTE3a aHTUTEd K JAaHHOMY TIpernapary MW Hux
B3aUMOJICHCTBHE C KOMILJIEKCAMU Mpernapara ¢ MNIMKOMPOTeUuaMu TPOMOOIIUTOB.

I'emapun BbI3BIBaCT KOH(POpPMAIIMOHHBIE HU3MEHEHUsS TpomOoruTapHoro Qakropa 4,
npeBpaiiasi €ro B YY>KEPOJHBIA [JIi JAHHOTO OpPraHu3Ma aHTUTE€H, CTUMYJIUPYIOIIUN
BBIPAOOTKY HAIPaBJIECHHBIX MPOTUB HETO aHTUTEIL.

Jpyrue npenapartbl, HAMIPUMEP XUHUIUH U CyJIb(aHUIaMU/Ibl, THIYLIIUPYIOT CHHTE3 aHTHU-
TEJ, PACIO3HAOIINX MEMOpPAHHBIE TJIIMKOMPOTEUIbl TPOMOOIIUTOB B MIPUCYTCTBUH CaMUX
npenaparoB  WIM WX METa0OJMTOB. OTH  aHTHUTENa MOTYT CBSA3BIBaThCS  C
MeraKapHOILIMTaMH, TIOIaBJIsAs 00pa30BaHKe TPOMOOITUTOB.

Kiro4yeBble MOMEHTHI - IATOJIOTUS TpOMﬁOIII/ITOB

e TpomOouuToneHus: = MOXKET  COMYTCTBOBaTb  HEKOTOPHIM  HACJEJICTBEHHBIM
3a00/IeBaHUsAM, CBSI3aHHBIM € HapylleHHeM (QyHKUMH TpOMOOLMTOB, BKJIIOYAs
TpoMOouuTonuctpoputo bepuapa-Cyibe, CHHAPOM CepbIX TPOMOOLUTOB U CHHIPOM
Buckorra—Onapuya.

* bBonpubie ¢ HapymenneM (QyHKIUNA TPOMOOLMTOB M OOJIBHBIE C TPOMOOIMTONEHHUEH
JIOJDKHBI K30eraTb MPUMEHEHUS HMHTUOMTOPOB (YHKIUH TPOMOOLMTOB, HaMpUMEp
acupHHa.



* Ilpu UMMYHHBIX TPOMOOILMTONIEHUAX KPOBOTECUCHHS OTMEUAIOTCS PEAKO, €CIU YHCIIO
TpoMOOIUTOB NpeBbiaeT 10 x 10° o™, II03TOMY aKTUBHOE JICYEHUE, HAIIPUMEP BBICOKUMU
J103aMU TJIFOKOKOPTUKOUIOB UJTU MIYTEM CILIEHIKTOMHUHU, OOBIYHO HE TTOKA3aHOo.

*  TpomboumToneHnus OepeMEHHBIX BCTPEYAETCS YacTO U HE TpeOyeT JeUeHUs, OJTHAKO e
Bcera cneayet nuddepeHnnpoBaTh ¢ IEPBUYHON UMMYHHOUN TPOMOOIIUTONICHUEH.

* IlepenuBanue TPOMOOIMTAPHONW MacChl UMEET CBOM NPOTHUBOMOKA3aHUS M TpeOyeT
OCTOPO’XKHOCTH, TIOCKOJBKY MOXKET TPUBECTH K Tmepenade HWHPEKIUW WU
AJIONMMYHU3AIIMU PEIUITUEHTa TPOMOOIIMTAPHBIMU AHTUT€HAMHU.

6. 'emoduaus.

I'emodunus A u B xapakrepusyercs aepuiurom dakropos VI u IX cooTser-
CTBEHHO M OTHOCHUTCS K HanboJiee pacpoCTpaHECHHBIM HACIEACTBEHHBIM T'e-
MOpparudeckuM 3a00JICBAaHUSAM C TSHKEITBIM TCUCHHEM.

O6e dhopmbl remoduanu 00yCIOBICHBI MyTaIlUSIMHU T€HOB Ha X-XpOMOCOME U
TIPOSIBJISTFOTCS] IPAKTUIECKU TOJIBKO Y MAJThUHKOB.

Onnako nedurut daxropor VI unu 1X u cBsizaHHOE € 3TUM JIeTKOE HapyIICHHUE
reMOoCTa3a OTMEUACTCSA Uy HEKOTOPBIX HOCUTEIIbHUII MyTaHTHBIX TCHOB.

['emodunusa A BcTpedaeTcs ropasio yaiie (IpuMepHo B 5 pa3), ueM remModuius B.
Knunnueckas kaptuHa o6eux Ggopm remMmoPriiny OAMHAKOBA U OTIWYUTH UX JPYT OT JApyra
MO3BOJIAET TOJBKO OlleHKa ypoBHs dakTopoB VIII u IX B miiazme.

Puck KpoBOTOUMBOCTH Y OOJBHBIX TeMO(UINEH 3aBUCUT OT CTETICHH CHIKECHMUS
ypoBHs 3TUX (akTopoB . Yare Bcero KpOBOTCUEHUSI OTMEYAIOTCS Y OOJIBHBIX TSHKEIIOH
dbopmoii remodrin, TPU KOTOPOH ypoBeHB akTOpoB cocTaBisieT MeHee | ME/nm (MmeHee
1% oT HOpMBI).

Crenenu ts:kecTn remopusiuu A u B

Crenennb Yposenb pakropos VIl n | Kimanueckue
IX (% ot HOpMBI) NPOsIBJICHUSA
Jlerkas >5 KpoBoreuenne nocne
onepaunui
Cpenuerspxenas 2-5 KpoBoTeuenne nocne

JICTKHUX TpaBM

Tsaxenas <1 CrioHTaHHBIE




MouekysipHasi reHeTuka remopuiuu A u B

[Tpuunnoii remopunuu A u B cnyxatr mytauuu reHos ¢axktopoB VIl u IX coorser-
ctBeHHO. ['en ¢akropa VIl ouens kpynusiii u cocrout u3 186 000 HykI€OTHIOB, YTO
0oT4acTU OOBsICHSET OoJee BBICOKYIO YacTOTy €ro MyTalHil MO0 CPaBHEHHUIO C TEHOM
dakTopa IX, nnuHa koToporo coctaisget Bcero 34 000 HykJIeOTHIOB, U O60JIee BHICOKYIO
pacnpoCcTpaHEHHOCTh reMopuiuu A.

OnurcaHo MHOKECTBO Pa3HbIX MyTalMil 3TUX T'€HOB, BBI3BIBAIOLIUX PAa3HYIO CTEIICHb
camkeHus: aktuBHOCTH (akTtopoB VIII u IX. KpynHbie nedexTsl T€HOB NPHUBOAAT K
TSDKEIOW reMouInu, Torja Kak OoJjiee Menkue ae(eKThl, HampuMmep 3amMeHa OJHOTO
HYKJIEOTH/Ia, - K JIETKUM (hopmMam 3a00j1eBaHUs ¢ YACTUYHBIM COXPAaHEHUEM aKTUBHOCTH
COOTBETCTBYIOILETO (PAaKTOPa CBEPTHIBAHUS.

Oxkono 50% ciayuaeB Tspkenoll ¢gopmbl remoduinu A 00yCHOBIEHBI KPYMHOU
uHBepcuel B nHTpoHe 22 rena gakropa VIII B pezynbrare pekoMOMHAIMKA TOMOJIOTUYHBIX
YYacCTKOB, JiexKaluM Ha pacctosHur 400 HyKJI€OTHIOB OT 3TOro re’a . Eciu B ceMeitHoM
aHaMHe3e OOJIBHOTO HEeT YKa3aHWi Ha reMo(UiInio, 3HAaYUT, UHBEPCUSI MOTJa MPOU30UTH
BO BpeMsi Mel03a B Mpolecce crepMaToreHesa y IeAyLIIKH OOJIbHOrO MO MAaTepUHCKOU
JIMHUH.

Knunuueckasa xkapmuna

VY Maab4MKOB, POKICHHBIX MATEPSIMH C YCTAHOBJICHHBIM HOCUTEIHCTBOM reMOo (-
JIVH, WK ¢ TeMo(uiiiel B CeMEHOM aHaMHe3€, IMarH03 MOKHO TTOCTaBUTh TIPH
poxnieHnu, ornieHuB ypoBeHb hakTopoB VI umu IX B murazme mynoBUHHON KPOBH.

Ecnu npu poxaeHnn TMarHocTuKa He MPOBOAWIACH, OOPATUTHCS K Bpauy 3aCTaBUT
MOSIBJICHHE CUMIITOMOB KPOBOTOYMBOCTU, KOTOPbIE OOBIYHO BO3HUKAIOT TEM PaHbIIIE, YEM
TsDKeNee reMopuius



[TepBbiMu cUMITOMAMH TSDKEITON (OpMBI TeMODUINKU OOBIYHO OBIBAIOT TEMapTPO3HI.
BO3HUKAIOIIME B OOJBIIMHCTBE CIy4yaeB B Bo3pacte 6-9 mec, korja peGEHOK CTaHOBUTCS
0onee moaBMKHBIM. CUMOTOMBI MOTYT TMOSIBIATHCS U PaHbIIE, OCOOEHHO €CIU peOeHKY
MPOBOJISIT BHYTPUMBIIICUHbIE UHBEKIINH, PUBOJISIINE K MBIIIEYHBIM reMaToMaM, WIh OH
nepeHec TpaBMy (HampuMep, Y3A€UKH S3blKa) WKW XUPYpruueckoe BmemarenbeTBo. [Ipu
TsoKenoh (Gopme reMopUIMU KPOBOTEUEHHUS YacTO HOCST CIIOHTAHHBIM XapakTep H
BO3HHUKAIOT 1-2 pa3za B HEJENIO B OTCYTCTBHE TPABMBI.

[Tpu cpenueTsixkenon (aKTUBHOCTh (HakTOPOB cocTaBisgeT 1-5% OT HOPMBI) U JIETKOM
(axTUBHOCTH (hakTOpoB > 5%) dopmax reMoPMInk CUMITOMBI KPOBOTOUYMBOCTH OOBIYHO
BO3HUKAIOT TO3JHEE, MPUYEM BpeMsl WX TOSBICHHS 3aBUCUT OT ypoBHsS ¢aktopor VIII
win | X. MHorAa jerkyro reMouanio AUarHOCTUPYIOT JUIIh B MOJIOJIOM BO3pacTe, KOraa
HOBBIIIAETCA PUCK O0JIee Cephe3HBIX TPaBM. B mpoiuiom, korja B I€TCKOM BO3pacTe ObLIH
pacupocTpaHeHbl 00pe3aHue, TOH-3WUIDKTOMHSI M yJajJeHue 3y0OoB, NPHUBOJMBILIKE K
[OCJIEONEPALIMIOHHOMY KPOBOTEYEHHIO, JETKYI0 U CPEIHETSRKENyt0 (OpMbl reMO(UInIo
JTMAarHOCTUPOBAIM paHO. B oTinume ot jierkoil reMopuianu, mpu KOTOPOl KPOBOTEUEHUE
BO3HUKAET TOJBKO IIOCJIE XUPYPTrUYECKUX BMEIIATEIbCTB W TSKEIBIX TpaBM, IIpPHU
CpelHeTsKeNno (gopMe reMopUIMM OHO TMOSBISAETCA JlaXe IOCie HE3HAYUTENbHOU
TpPaBMBL.

Jlokanuzayus Kposomeuenui

Cycmasul.

Camass 4acras JOKalW3alys KPOBOWU3IUSHUM — KpPYIHbBIE CYCTaBbl: KOJICHHBIE,
JIOKTEBbIE, TOJICHOCTOIHBIE, TA300€APEHHBIC U TUICYEBHIE.

N cTOYHUKOM KpOBOUBIMUSIHUS B CYCTaBHYIO IIOJOCTb OOBIYHO CIIyXkaT COCYbI
CUHOBHUAIHHOU 000JIOYKH, XOTSI OH MOXET JIOKAJTN30BaThCS U BHE CyCcTaBa, 0COOCHHO MpH
TPaBMATUYECKOM TOBPEKIACHUH KamcCyJbl. boabHBIE 0OBIYHO YYBCTBYIOT, YTO KPOBOU3IIH-
SHHE HA4aJloCh, €lle JO0 TOro, Kak MOSABATCA OTEK M OrpaHUYEeHHE MOJBHXKHOCTU. B
OTCYTCTBHUE JIEUEHUSI KPOBOM3IUSIHUE MPOJOIHKAETCS O TEX MOp, MOKA HE MOSABITCS OTEK,
HampsDKEHUE M BbIpaXeHHass Oonb B cycrtaBe. llomaBmime B CyCTaBHYIO IMOJIOCTh
JEHUKOIUTHI BBICBOOOXKIAI0T (DEPMEHTBI, pa3pylIatolIie CyCTaBHON XPSIIIL.

['uneptpodusi cuHOBUAIBHOM 000JIOUKH JIeNIaeT ee OoJee phIXJIoH, mpeapacnoaras
K JTATbHEUIIIUM KPOBOUBIIUSHUSIM.

ATpodusi MBI, OKPYXAIOIIMX CYCTaB, HApyIIaeT €ro CTaOMIbHOCTh, YTO TAKKE
CIIOCOOCTBYET KPOBOM3IHSHUSIM.

Ecnu cBOEBpeMEHHO HE HAauaTh MPABUIBHOE JICUEHHE, IOBTOPHBIE KPOBOUBIIHUSHUS B
ONMH U TOT XK€ cycraB (TaKk Ha3bIBa€Mbli CYCTaB-MHILIECHb) MPUBEAYT K €ro
3HAYUTEIHLHOMY MOBPEXKIEHHUIO, & C TOJIaMH - K MOJTHON JECTPYKIHUH CYyCTAaBHOIO Xpslia U
pa3BuTHi0O  1eOPMHUPYIOLIETO  OCTE0apTpPO3a C  BBIPAKEHHBIM  OTPAaHHUUYCHUEM
MOJABUKHOCTH.

B orcyrctBue neueHus y OOJBHBIX TsDKENOW (GopMol reMo@uinu pa3BUBAETCS
IPOrpeCcCUpYIOLIEe JEreHePAaTUBHOE MOPAKEHUE KOJIEHHBIX, JOKTEBbIX, TOJICHOCTOMHBIX U
Ta300€PEHHBIX CYCTaBOB, MPUBOASAIIEE B KOHEYHOM UTOre K TSDKENON HMHBAIMIU3ALMH.
OpnHako, Kak MOKa3bIBAlOT MCCIENOBaHUsS, MPOPUIAKTUYECKAs 3aMECTUTENbHAS Teparus
(HampuMep, ¢ BBEJCHHEM COOTBETCTBYIOIIMX (DAKTOPOB CBEPTHIBAHHS Yepe3 JICHb IPHU
remodunuu A wim 2 pasa B HeieNo pu remoduiauu B),

HayaTas B JIETCTBE, MPEAOTBPAIIAECT MOBTOPHBIE KPOBOU3JIMUSHUA C XPOHHUYECKUM



NOpPa)XCHUEM CYCTAaBOB M COXPAHAET MPAKTUYECKH HOPMAJIbHOE CTPOCHHE U (DYHKIIHIO
CYCTaBOB U MBIIII] 110 Mepe (PU3MUECKOTO Pa3BUTHs peOCHKA.

Mbruuybr.

Eme onHo XapakTepHoe MpOsBICHUE TeMO(PUIUU - MBIIICUHbIE TeMaToMbl. Yare
BCEro MOPAXKAIOTCSI KPYIMHBIE MBIIIIBI, HA KOTOPbIE MPUXOAUTCA HAauOOJIbIas Harpyska,
BKJIFOYAsi TMOJB3JOIIHO-TIOSICHUYHBIE W STOJWYHBIE MBIIIIbLI. MBI TOJEHEH U
npeamieunii. KpoBoW3nHMsSHHE YACTO HAYMHAETCS HE3aMETHO M HEKOTOpPOE BpEMs
IPOJOJDKAETCSI, HE BbI3bIBas Yy OONBHBIX AUCKOMQOpTa, B pe3yibTaTe YEro OHHU
oOparraroTcs K Bpauy, KOrja reMaroMa JOCTUTAET KPYITHBIX pa3MEePOB.

Ecnu MBIIIBI OKPY>KEHBI HEANACTUYHON aciuei, IIUTEIbHOE KPOBOU3IIUSIHHE
NPUBOJUT K WX CHAABJICHUIO C HapyIIEHHEM KPOBOCHAOKEHMSI M Pa3BUTHEM CHUHIAPOMOB
bacuraIbHBIX JIOXK.

B pesynbrare pazBuBaeTcs UIeMHs] U HEKPO3 MBIIIEYHON TKaHU C €€ MOCJIEeIYIOINM
¢buOpo30M W YKOPOYEHHUEM MBIIIIb. YKOPOYEHUE MBI TOJIEHH TMPUBOJUT K
MOATATUBAHUIO TISITKM KBEPXY, BCJICACTBHE YEro HOra OOJIBHOTO yTpauMBaeT OINopy Ha
MATKY U ONMUpPAeTCs TOJBKO Ha IUIIOCHEBOE BO3BBINICHHE (KOHCKAasl CTOMA), YTO, B CBOIO
oudepe/ib, BbI3BIBAET AehOopMalliio IEPEAHEro OTAeNa CTOIIbI.

KpoBouznusinue B Mo B3A0ITHO-TIOSCHUYHYIO MBIIIILY OOBIYHO MPOSBIISETCA O0JIbIO B
axoBOW 00JIaCTH WJIM TOJB3/OIIHOMN SIMKE, CTHOAHHEM HOTH B Ta300€IpEHHOM CyCTaBe U
napecte3uei 1mo mnepeaHel MoBEepXHOCTH Oelpa B 30HE MHHEpBAIMU OEPEHHOTO HEpBa.
JlaHHasi Tpuajna CHUMNOTOMOB OOYCJIOBJI€HA CHAaBJIE€HHEM OEIPEHHOr0 HepBa OTEUHOU
MBIIIIEN B TOM MECTE, TAE OH MPOXOAUT NOJ NaXOBOU CBSA3KOM.

Crubanue Oeqipa yMEHbIIIAET JABJICHUE CBA3KHU Ha MBIIIILY U HEPB U 00Jerdaet 00Jb.

T'onosnou mose.

BHyTpuuepenHele KpPOBOM3IHUSHHUSA — PEAKHE, HO TSOKEIbIE OCJIOKHECHUSA
remopuninu. Ux mpuumHON MOXKET CTaTh JaKe JIeTKasl TpaBMa, a MHOTJIa OHU BO3HUKAIOT
CIIOHTaHHO.

KpoBousnusinus OOBIYHO JIOKAJIM3YIOTCS B BEIIECTBE MO3XKEUKa, IPOSIBISACH
TOJIOBOKPY>KEHHEM, PBOTOHM, TOJIOBHOM OOJIbIO, TMOTEped CO3HAHUS U TIOBBIINICHUEM
BHYTPHUUYEPETTHOTO JIABJICHUSI.

[Ipu cyOmypadbHBIX KPOBOHM3JIUSHUSX CHMIITOMAaTHKAa MOXKET pa3BUBaThca Oosee
MEJIJIEHHO.

Xupypauueckue emeuiamenscmed.

Y OGonpHBIX € JErKodW (M MO 3TOM NpUYMHE HE AMATHOCTUPOBAHHOM) (opMOit
reMo( MK BO BpeMs OIepaliii He BCeria BO3HUKAET BhIpaKeHHast KpoBomnoTepst. OJIHaKo
W3-32 HENPEPHIBHOIO TNOJACAYMBAHUS KPOBH Yy HHUX 4YEPE3 HECKOIBKO JHEU MOXKET
0o0pa30BaTbCsl CEpbE3HAsl TEMATOMA.

[Tocne ynanenust 3y0a KpOBOTEUEHHE MOKET ObITh HEOOJBIIMM WM BOBCE OTCYT-
CTBOBAaThb, OJHAKO 4yepe3 4-6 4 B paHKE MOXKET IOSIBUTHCS KPOBb M COUYHUTHCS B TEUCHUE
HECKOJIBKHAX CYTOK HJIY J1a5K€ HEJEIb.



HocureabcTBo reMopuium.

JInst BeISIBJIEHUS] HOCUTENIbCTBA reModunun A U B mHorga ObIBaeT 1O0CTaTOYHO
JTAaHHBIX CEMEWHOr0 aHaMHE3a.

Hanpumep, noub OonpHOro reMopuiMeld WIM MaTh CblHA, CTPAJarolIero
reMopuianeif, 0e3 COMHEHHUs SBJISIOTCS HOCHUTEIbHHMIIAMM T€Ha 3TOTrO
3a0o0yieBaHUs, TOTJa KaK HaJMYWe y OKEHIIMHbl JPYTHX  KPOBHBIX
POJICTBEHHUKOB, OOJIbHBIX TeMo(uiaueil, TOBOPUT JUIIb O BEPOSTHOCTU
HOCHUTEJIbCTBA. BBIABIEHHE y JKEHUIMHBI TEX K€ MYyTaluld, KOTOphIE
OOHapyKUBAIOTCS Y €€ OOJNbHBIX POJCTBEHHUKOB, IOJITBEPKIAET HOCUTEILCTBO
€0 reHa reMouiauu. BpISIBUTH y UJIEHOB CEMbH MYyTallMd, MPUBOASAIINE K
reMoO(pMINM, MOKHO TaKKe C IOMOIIBIO aHaldu3a MoiaumMopdusMa JJIMH
pecTpUKIMOHHBIX (parMeHTOB TreHoB (pakTopoB VIII u IX. IIpu 6epemennoctn
IUIOJIOM MY3KCKOro mojia Ha 11-if Hezmene recTallMOHHOTO BO3pacTa MPOBOMST
UCCJIeIOBAHUE BOPCUH XOPHOHA C HUCIOJIb30BAaHMEM aHajldu3a NoJuMopduszma
JUIMH  PECTPUKUMOHHBIX (parMeHToB wuiauM aHanu3a Mytanuil. Ilepen
IeHETUYECKUM UCCIIEJIOBAHUEM IPOBOJST MEIUKO-T€HETUYECKOE
KOHCYJbTHUpOBaHue. Ecnu uccnenoBanue MoATBEPKIAaeT HAJTUYUE MYTAHTHOTO
reHa y IUI0JIa MY>KCKOro IoJia, IpeJlararoT IpepbiBaHHe OepeMeHHOCTu. B
cllydae OTKa3a IOBTOPHO MPOBOJAT IMpEHATAbHYI JWAarHOCTUKY Ha OoJee
MO3/IHUX CPOKax C MOMOIIbI0 aMHHUOIIeHTe3a. [Ipu moaTBep)xaeH reMoQUInu
y IUI0Ja PEKOMEHIYETCSl POJIOPA3PEIICHUE ITyTEM KECAPEBA CEYEHUS, TOCKOJIBKY
CUMTAETCS, YTO OHO OoJiee 0€30I1acHO, YEM POJIbl YEPE3 ECTECTBEHHBIE POJOBBIE
MyTH, OCOOCHHO MPH TsKENoN hopme reMopuuu.

llepedaua ungpexyuu c npenapamamu axmopos cepmul8anUs

B Hacrosimiee BpeMs mpenapartbl (paKTOPOB CBEPTHIBAHUS MOJYYAIOT U3 KPOBU
JTOHOPOB, TpoBepeHHbIX Ha BUY u Bupycel renarutoB B u C, u nmoaseprarot
TEIUIOBOM WJIM COJIbBEHTIETEPreHTHONM 00paboTKe Uil MHAKTUBALMU BHPYCOB.
[TosTomy ceiiuac cinydau nepenaun BUY unu BupycoB renatutoB B u C npu
BBEJICHUH 3THX IPENapaTroB He oTMedaroTcss. OqHaKko Apyrue MUKPOOPraHU3MBI,
HanpuUMep MapBOBUPYCHI, MOTYT OBITh YCTOMYMBBHI K Takoil 00paboTke u
[I03TOMY MOTYT IIE€peIaBaThCsl OOJBHBIM IIPU BBEIECHUH MOTYUYEHHBIX U3 TUIA3MBI
npenapaToB (PaKTOPOB CBEPTHIBAHUS.

Hns mpodwmaktukn renatutoB A u By OonpHBIX reModuiveldr MOXKHO
IIPOBECTU BAKLIIMHALMIO MIPOTUB 3TUX BUPYCOB.

B npouuiom 3Ta cutyanus Obuia coBepiieHHO MHOM. B 1970-X rr. BBIACHUIIOCH,
4YTO BBEACHHE OOJBHBIM (PAKTOPOB CBEPTHIBAHMS, MU3TOTOBJIEHHBIX W3 IUIA3MBI
TBICAY JIOHOPOB, IIPUBOJAUIO K UX 3apaXXECHUIO BUpycaMu remnarura. BHauane
HOSIBWINCh COOOILLEHUSI O 3apakeHUU OOJIbHBIX BUPYCOM remarura B, 3atem
CTaJI0 ICHO, YTO MHOTUE OOJIbHBIE 3apa)K€Hbl BUPYCOM rematura HuU A Hu B,
koTopbiii B 1989 r. Obut Ha3BaH Bupycom renatuta C.



C xoHma 1970-x rr. mo 1986 r. B pe3ynpTaTre HCIOIB30BAHUS COJIEPIKALIUX
BUY mpemapatoB (pakTOpOB CBEPTHIBAHHSA ATHM BHPYCOM OBUIM 3apaskeHBI
MHOTHE O00JibHbIE reModuianeil. [Ipuuem 0coOEHHO YacTo 3apakanuch OOJbHBIE
TSOKENOW (opMOM reMopuiINKM, KOTOPhIM TpeOOoBaloCh HamboJiee YacToe
BBeJicHUE ATUX npenapaTtoB. Tak, B BemukoOputanuu okosio 60%, a B CIIA
okosl0 95% OonbHBIX TeMo(uinen, MOTy4YaBIIMX B TOT Mepuoid (HaKTOPHI
cBepThIBaHMs, Obutn 3apakenbl BUY u moutu Bce - Bupycom rematuta C. K
HACTOSIIIIEMY MOMEHTY OKOJIO JIBYX TpeTeil 3TUX OOJbHBIX, 3apakeHHbIx BUUY,
YMEpJIH, a OCTAIbHBIE JO CUX IOp JKUBbl M TMOJYYalOT BBICOKOAKTHUBHYIO
aHTUPETPO-BUPYCHYIO Tepanuto. [lpumepHo y 20% 3apakeHHBIX BHUPYCOM
renatuta C BUpEMUs CAMOCTOSITENIFHO HCYe3aa, OJHAKO Y HEKOTOPBIX OOJIbHBIX
aKTUBHBIM TEMaTUT IMepeliesl B XPOHUYECKYI0 (opMy ¢ MOCIeAYIOLIINM
pa3sBUTHEM LUPpO3a TME€YEHHW, a TMOpPOM C Pa3BUTHEM IEUYECHOUYHOMN
HEJOCTAaTOYHOCTU U PaKa NEYECHH.
brnarogapss npumenenuto [I3I-untepdepona u pubaBupuna okxoso 50%
OOJIBHBIX M3JIEYUBAIOTCSA. BO3MOXHO, HOBBIE TIpenapaThbl, HaXOSIINeCs MOKa B
CTaauu pa3pabOTKH, MO3BOJAT BbUICUUTH OT rematura C Bcex OonbHBIX. B
TEPMUHAIBHON CTaIUU LIMPPO3a MEYEHU WM TIPU Pa3BUTUHU paKa MEUEHU MOKET
MIOMOYb €€ TPAHCIUIAaHTALKS.

Kombunuposannwiii dechuyum gpaxmopos NV u VI

KombunupoBanubiit  pepunur dakropoe V. u VIII — penkoe
HapyILIEHUE TeMOCTa3a ¢ ayTOCOMHO-PELECCUBHBIM THUIIOM HACIEIOBaHUS
(rn. 8). OHO TpOSIBASIETCS YMEPEHHBIM MOBBIIIIEHUEM KPOBOTOUYMBOCTH U
MHOT/IA M0 OIIMOKe MPUHUMAETCS 32 CPETHETIKENYI0 (HOpMy TeMOPUITHH.

IIpuobpemennasn cemounus

[IpnoOpeTeHHas reMopuiIns - peIKoe ayTOMMMYHHOE 3a00J€BaHue,
xapakTepusytouieecs oOpa3zoBaHueM ayTtoaHturen kK ¢akropy VI ¢
BBIPAKEHHBIM CHIDKEHHEM €ro ypoBHs, 00b4HO 10 0-10% OT HOpMBL.
Yame Bcero oHO mopaxkaet juil crapiie 70 Jer, XOoTs 3T ayTOaHTUTeNa
MOTYT OOHApyXHBAaThCSI BO BpeMsi OEPEMEHHOCTH M B TIOCIEPOIOBOM
nepuojie.  XapakTepHble  TPOSABICHUS  TPHOOPETEHHOW  (OpPMBI
3a00JIeBaHNs, B OTIMYME OT BPOKICHHOMN, BKIIOYAIOT
OOIIMPHBIE MOIKOKHBIE KPOBOU3IIUSAHUSA, CUHAPOMBI CIIEIIUAIBHBIX JIOXK, a
Takke KpoBoTedeHue u3 mnoJioBbix myTteil u JXKT (remaptpossl oueHb
penku). JleueHue 3aBUCUT OT YpPOBHS AayTOAHTHTEN M  TSDKECTH
kpoBoreueHus. [Ipemapatel  daktopa Vila u  mpoTpoMOMHOBOTO
KOMITIEKca 0OBIYHO OoJiee d(PGEKTHBHBI 10 CPABHEHUIO C MpernapaTamMu
dakropa VIII u necmonpeccunom. Cpasy mocie NOCTAaHOBKM JUAarHos3a
HAYMHAIOT JICUCHUE NPEAHU30JIOHOM U IuKiIodochamMuaom, KOTOpOe
OpUBOJUT K yCTpaHeHHto aytoaHturen Kk dakropy VI, Tlpu
HEMEPEeHOCUMOCTH WM HEI(PPEKTUBHOCTH HTHUX TMpErnapaToB HHOTIA
MIOMOTaeT PUTYKCUMAO.

[ToBTOpHBIE TEeMAapTPO3bl MPUBOAAT K Pa3pyILIECHUIO CyCTaBa, MO3TO
MY OYE€Hb BaXKHO, YTOOBI JIEYEHHE KaXJ0r0 HOBOTO KPOBOM3IHUSAHUS OBLIO



CBOEBPEMEHHBIM.

Jletsam ¢ Tsoxenoit hopMoit reModuianu A NPOPHUIAKTUKH KPOBOT
€UYeHUH M COXpaHEeHUs (QYHKIIMU CYCTaBOB PETYJSIPHO BBOJIAT MpeHapaThl
¢dakropos VI wnm IX.

* Bce opunmansuo paspemennsie npenaparsl ¢akropo VI u IX|
o
Jy4eHHbIE W3 JIOHOPCKOW IUIa3Mbl, MPOXOASAT 00paOOTKY IJsi MHAKTU
Balluu BUpYycoB, He conepkar BUY u BupycoB rematuta C u npeacrtan
JSAI0T coOoi Oe3omnacHbie M d(dekTuBHBIe cpencTBa. Mcmonb3yembie
BCE yalle pPEeKOMOWHAHTHBIE (aKTOpPhl CBEPTHIBAHUS HE COJEPKAT BU
PYCOB M HE YCTymalT 1O 3(PGEKTUBHOCTH NPHUPOIAHBIM (PaKTOpaM.
BonpHBIX peryispHo 0O0CHenyIOT Ha HalIW4ue WHTHOWTOPOB (HaKTOPOB
CBEpTHIBAaHUS, a MpPH CHIKEHUH SPPEKTUBHOCTH JIEYEHHUS OTO 00-
CIIEJIOBaHHE MTPOBOIST HEMEJICHHO.

* Jleuenue nerkoii Gopmbl remModunuu A 3adactyro He TpeOyer
BBEJICHUS MpernapaToB (GaKTOPOB CBEPTHIBAHMS U JIJISl TTOIJIEPKAHUS TEMO-
cTa3a ObIBaeT JOCTATOYHO JIECMOIPECCHHA.

* JKeHIIMH ¢ BBICOKMM PHUCKOM HOCHUTENbCTBA remoduinu A unu B
0053aTeIbHO HAMPABIIAIOT Ha MEAUKO-TEHETHUECKOe KOHCYIbTHPOBAHHE
U TIpY HEOOXOAMMOCTH MPOBOJIAT T€HOAUATHOCTHUKY .

7. boae3nb pon BuiiieOpanga

bonesnp ¢on BumneOpanga - Q0CTaTOYHO pPaclpOCTPAaHEHHOE U
yalie BCEro Jerkoe 3a0oJieBaHHE, COMPOBOXKIAIOIICECS MOBBIIICHHON
KPOBOTOUYMBOCTBIO BCIEACTBUE CHMKEHHSI ypoBHSI DDB 6e3 mzmeHeHus
€ro CTPYKTYpbl WJIH BBIPaOOTKON CTpYKTypHO u3MeHeHHoro ddPB c
HU3KOW akTUBHOCTHIO. DDB BhIMIONHSAET 1BE (GYHKIMHU: OOECIeunBacT
a/ire3uI0 TPOMOOIIMTOB K MOBPEXKICHHOMY CYO3HI0TEINAIBHOMY CIIOI0 U
UX arperauuio U ciayxuT nepenHocunkom ¢akropa VIII. Cuntez ODOB
OCYILECTBJISIETCA DHJIOTEIUAIBHBIMUA KJICTKAMU M METAaKapUOLMTaMH.
Brauane on npencrapnser codoi nonunentua u3 2813 aMUHOKHUCIIOT, U3
KOTOPOI0 MOCJIE Psifia BHYTPU- U BHEKIIETOYHBIX IIPEBPAILECHUM, BKIIOYAs
NEPBUYHYIO JUMEPHU3aLMI0 W MOJUMEPHU3aLUI0, 00pa3yeTcss KpYIHBII
O0enok ¢ MoJekyisapHon Maccod go 20 000 x/la. Yem Bbiie
MOJICKyJIsipHass Macca oauromepoB DPOB, Tem »>ddekTuBHEE OHU
00€eCIeynBaroT aJIr€31I0 U arperaiuio TpOMOOLIUTOB.

Yacte OOPB, CUHTE3UPOBAHHOIO JSHAOTEIMAIBHBIMU KIIETKAMH,
BBICBOOOXJAETCSI B KPOBb, & OCTaBIIAsACS YacTh XPAHUTCS B IpaHyJiax
Beitoens—Ilanane, u3 KOTOpPHIX OH BBICBOOOXKIAETCS MO JICUCTBUEM
pPa3HbIX CTUMYJIOB, HalpUMEp HMHTCHCHUBHOW (PU3MYECKON HarpyskH,
JIECMOIIPECCUHA WIH aipeHeprudeckux cpeacrs. @POB, cuHTe3npyemMblii B
MErakapuoIMTaX KOCTHOTO MO3ra, XpaHUTCS B a-TpaHyJiaXx TPOMOOLIUTOB.
AkTuBanus TpOMOOIIMTOB B MECTE IMOBPEXKICHHUS COCyAa NMPUBOAMUT K
BeICBOOOKIeHNI0 DDB, 0o0ecrneunBaroniero ux aare3uio K dHIOTEIUI0 U



arperanuto gepe3 rimkonporenansl Ib u lIb/llla coorBercTBeHHO. 3peinbrii
ODB comepXHUT y4yacTKH CeNU(PUUECKOTO CBS3bIBAHHS C Pa3HBIMU JIU-
raijamMu u cradbunusupyetr nupkyaupyromuii paxrop VIII. I[Ipu 6onesznun
¢on BumneOpanga nepuos nonyseiBeaeHus ¢akropa VI ykopouen, u
YPOBEHb €T0 B IIa3ME CHUKEH.

Kinanueckast kapTuHa

OODB urpaer BaKHEUIITYIO POJIb B MPOILECCE IEPBUYHOIO TEMOCTA3A,
MO3TOMY CHUXXEHHE ero ypoBHsS mnpu Oone3nu ¢on Bunebpanna
NPOSABIISIETCSI  CKIIOHHOCTBIO K OOpa30BaHUIO CHHSKOB, HOCOBBIMU
KPOBOTEUECHHUSIMH, MEHOPpPArue U KpOBOTEUECHHUSIMHU Cpa3y IOCJIE POJIOB,
TpaBMbI WJIH XUPYprudeckoro BmemiatenbcTBa. OObIYHO 3aboeBaHUe
NOPOSABIISIETCS. B MOJIOJOM BO3pacTe MEHOpparueu, IIUTENIbHBIM WU
M30BITOYHBIM KPOBOTEUEHHEM IOCIIE CTOMATOJIOTMYECKUX BMEIIATEIbCTB.
B OonbmmHcTBE cnydyaeB Oose3Hb ¢GoH BuineOpanna Haciegyercs
ayTOCOMHO-TOMUHAHTHO C pa3zHoi AKCIPECCUBHOCTHIO u
neHeTpaHTHOCThI0. Mckimtouenne cocrasisier 6osie3ns |l tuma, xotopas
UMEET ayTOCOMHO-PELECCUBHBIA TUI HACJEIOBAHUS U XapaKTEPHU3yeTCs

KpaitHe Hu3kuM ypoBHeM daktopa VI, mposBiasiace, Mmoa00HO
reMouinu, reMapTpo3aMu, MBIIIEYHBIMU reMaToMamu u
KPOBOM3JIUSHUSMHU B CITU3HUCTHIC.

Jluaenocmuka

bonesns pon Bunnebpanna nposBisieTcs: CHIbkeHneM ypoBHsT ODB
0e3 W3MEHEHHsI €r0 CTPYKTYypbl WIH CHIKEHHEM ero (QyHKIUH B
pe3ynbTate CTPYKTYPHBIX HapymieHuil. st orieHku ypoBHS U (QYHKIUIH
OODB wucnonp3yercss MHOIO pPasHbIX METOAOB. Jlyuymmm mnapamerpom
NEPBUYHOrO TeMocTasa ajs oueHkH pyHkunu ODB ciy uT pucToueTruH-
Ko(akTopHasi aKTUBHOCTb, OTpaXKkarolas ero CocoOOHOCTh 00eCIIeYnBaThH
arperamui TpoMOOnUTOB IN Vitro. BHavane pUCTOLETHH HCIOJIb30BAICS
TOJIbKO KaK aHTUOMOTHK, OJHAKO BIIOCJIEACTBUM OKa3alioCh, YTO OH
BbI3bIBAET TPOMOOLMUTONEHUI0. B OCHOBE 3TOro JEHCTBUSA JIEKUT
CIIOCOOHOCTH Tpenapara CTUMYJIMPOBATH arperaiuo TpPOMOOIIMTOB Yepe3
oOpa3oBaHHe MOCTHKOB MEXTY TJTUKOTIPOTEHIOM Ib u
BBICOKOMOJIEKYJIApHBIMU onturomepamu OOB.

JlabopaTopHas nuarHoctuka OosiesHu (oH BumneOpanma tpeOyer
MIPOBEICHUS MHOTUX UcclieioBaHui . [I0CKOJIbKY MTOKa3aTenm akTUBHOCTH
dakropa VIII u ®OB Moryr umers ONM3KHME K HOPME WM JIaXe
HOPMaJIbHBIE 3HAYEHUS, MOCTABUTh JMATHO3 OBIBAET HEMPOCTO. YPOBEHB
3TUX (PAaKTOPOB MOXKET 3HAYUTEIBHO MEHATHCS B 3aBUCUMOCTH OT
COCTOSIHUA OOJIBHOTO (Hampumep, BO BpeMsi OEpEeMEHHOCTH, HpHEME
MepopaIbHbIX KOHTPALENTUBOB, pa3BUTUU COMYTCTBYIOIINX
3a00JieBaHUI), MOITOMY MCCIEJOBAaHUSI YaCTO MPUXOJIUTCA MPOBOIUTH
noBTOpHO He MeHee 3 pa3. [Ipu aTom y 35% GONMBHBIX ¢ MOATBEPKICHHON
oone3npto (pon BuuieOpaHma BBISIBUTH CHUXeHUE ypoBH DDB He
yAaeTcsl Aa)ke MPU MOBTOPHBIX UCCIEAOBAHUSX.



[Tpu monydeHnn pe3ynbTaToB, OJU3KUX K HIDKHEH T'PaHUIE HOPMBI,
HEOOXOJMMO yUUTHIBaTh, 4TO YpoBeHb (haktopa VIII u ®DB 3aBucur ot
rpynnsl kpoBu. Hampumep, y nui ¢ rpynmnoil kpoBu 0 3TOT ypOBEHb Ha
15-20% Huke yeM y Jul ¢ rpynnoid KpoBu A. UToObl YTOUHHUTH AUArHO3,
OOJIBHBIX YaCTO MPUXOJUTCS HAMIPABJIATH B CIIELIUATU3UPOBAHHBIE [IEHTPbI
JUISL TIPOBEJICHUS JIONOJIHUTEIBHBIX HCCIENOBaHUM, BKIIIOYAsl OLIEHKY
KOJIJIareHCBS3bIBaIONIE akTUBHOCTH ODB.

BOJIE3Hb ®OH BWIJIEEPAH/IA
HccnenoBanusi, UCTIOAb3YEMBIE JIJIsl AMATHOCTUKH 00J1e3HU HOH
Bunnebpanna
*  OueHKa pUCTOLETUH- KOPAKTOPHOU aKTUBHOCTH
*  Ouenka ypoBHs anturena ®OB
*  OmpeneneHrue OTHOIICHUS PUCTOIIETUH-KO(PAKTOPHOU
AKTUBHOCTH K YpOBHIO anTurena ®®B
* OrleHka arperaiuy TpOMOOIIMTOB C PUCTOLIETUHOM
e Ouenka pacnpenenenus oauromepo3 @DB no MonekyIsspHOi

*  Ouenka ypoBHs ¢akropa VI

*  OmnpeaeiieHUE Yncia TPOMOOIIUTOB

cojaepkanus v aktTuBHOCTH DDB, BhIICTIEHHOTO U3 TPOMOOIIUTOB, U
ONPEJICIICHUE HYKJIEOTUIHOM TociiefoBaTeabHOCT reHa DB,

B HekoTOphIX ciydasx TmOpH HOPMaJIbHOM WM OJM3KOM K
HOpMallbHOMY ypoBHe @O®B TpelyeTcss HCKIIOYHUTH MATOJIOTHIO
TPOMOOIIUTOB, MOCKOJBKY €€ KIMHUYECKash KapTUHA MOKET UMUTHPOBATH
6one3np (pon Bumnebpanma. B 3Tux ciaydasx ais yTOYHEHHUS JUArHO3a
IPOBOJST OLIEHKY (DYHKLIHIO TPOMOOILIUTOB.

Knaccuduxanus 6o1e3uu ¢pon Buusieopanaa

Xapakrep HapyLIeHHH OTHolIeHUE
DDB:Pxo k
DOPDBIT*
Tunl KonnuecTBeHHOE HapyIlIEHUE: CHUKEHUE YPOBHS >0.5-0,7
OdDB (HOpMA)
Tun |1 KauecTBeHHBIE HapylIEHUS: U3MEHEHUE

CTpyKTypbl U pyHkunu DB

[Toarun ITA OTcyTCTBHE BBICOKOMOJIEKYISIPHBIX OJTUTOMEPOB <0.5-0.7
ODOB
[Toxrun 1B IToBeiienue cpoacrea @POB k riukonporenty OOBIYHO

Ib Ha TpoMOoOIIMTAX <0.5-0.7




[Moxrun IIM CHuxeHne arpera TPOMOOIIUTOB C <0.5-0.7
PHCTOLIETHHOM. HOPMAIILHOE COJIEPKAHUE
BBICOKOMOJIEKYJIAPHBIX onuromepos OOB

[Toarum IIN BripakeHHOE CHMKEHUE CPOJICTBA K (PaKTopy >0.5-0.7
VIl
Tumn 1 IIpakTruecku nosHoe orcyrcTBre PDB Henpumenumo

Hopmanbnoe otHomienue coctapisieT > 0.5-0.7. DOBAr— anturex
ODB; PPBrko — pucToLETUH-KO(PAKTOPHASI AKTUBHOCTb.

Tun | cocraBmser 80% Bcex ciyuyaeB OosiesHu ¢oH Buminedbpanna.
Crpyktypa ®DB He u3MeHeHa, OAHAKO €ro YPOBEHb B IJIa3M€ CHUIKEH,
MOATOMY OTHOIIEHHUE PUCTOLIETHH-KO(DAKTOPHON aKTMBHOCTH K YPOBHIO
anturena ®PB ocraercs nHopmaabHeIM” 0.5-0,7).

Tun Il xapakrepusyercs usmeHeHueMm CTpykTypsl @DB. mosromy mnpu
Bcex noarumax 6ose3nu (3a uckimodeHueM |IN) oTHoleHne pucToneTH-

KO(paKTOpHON aKTUBHOCTHU K YpOBHIO aHTHreHa D@DB cocTaBiser meHee
0,5.

IloomunlIA: oTCyTCTBUE BEICOKOMONEKYISIpHBIX oauromepoB ODB.
Iloomun IIB: cTtpykTypHO u3MeHeHHbIH DDPB 0051a1aeT MOBBIIICHHBIM
cpoactBoM K raukomnpoTeway b Ha TpomOommTax ©  BBI3BIBACT
o0pa3oBaHUE€ U3 HUX arperaToB, ObICTPOE BBIBEJEHUE KOTOPBIX U3 KPOBU
NPUBOJIUT K TpomOomuTone-HuU. JloOaBieHue pucTOllETMHA K
00OTaIleHHON TPOMOOLIMTAMH TIJIa3ME YCUIIMBAET UX arperaimuio.
IloomunlIM: arperainusi TPOMOOIIMTOB C PUCTOLIETHHOM CHUKEHA, OJTHAKO
COAEp>KaHHUE BBICOKOMOJIEKYJISIPHBIX onuromepoB @B B HopMme.
IloomunIIN: (HOpMaHIICKMI): CTPYKTYpHbIE H3MEHEHHS B YYacTKe
ces3biBanusi ODB ¢ daxropom VIII. YpoBenr ODB HopmanibHBIH,
MOATOMY KJIMHHMYECKass KapTWHA HANOMHHAET JIeTKyr remodunuio A.
[locTaBUTh JUArHo3 MO3BOJISIET TOJIBKO OIIEHKA CBSI3bIBaHUS (DakTopa
VIIl ¢ ®®B 6oxpHOro Iin Vitro. OTIW4MTh 3TOT THI OOJE3HU OT
reMopuIny WHOTJA TMOMOTaeT THUIl HACIEIOBaHUS, KOTOPOE B TIEPBOM
CJIy4ae HOCUT ayTOCOMHO-PELIECCUBHBIN, a BO BTOPOM — X-CILETICHHBIN
Xapaxkrep.

Tun I1l. Huskue ypoBeHb u aktuBHOCTE OOPB, cocraBisiomue MeHee
10% oT HOpPMBI, U COMTOCTAaBUMOE CHUXKEHUE KoHleHTpauuu (akropa VI
B OOJIBLIIMHCTBE CJIy4YaeB MO3BOJISIET O€3 TPpy/la MOCTABUTH IUATHO3.

IIpunoOperennas 60se3nb pon BusiedOpanjaa.

B nogasstomieM GONBITMHCTBE CityyaeB OoJie3Hb o Bunnebpanna
HOCHT HACJICJICTBEHHBIN XapaKTep U MPOSBIISIECTCS MTOBBITICHHOM




KPOBOTOYMBOCTBIO YK€ B IETCKOM MJIM OAPOCTKOBOM Bo3pacTte. OTHaKo
U3pelIKa NEPBbIE NPU3HAKU ITOBBIIIEHHON KPOBOTOYMBOCTHU BCIIEICTBUE
cHIKeHUs ypoBHsL ODB nosBisitoTcs B 0osee crapuiemM Bo3pacTe.
[Tpuunnoii cunxenust ypoBHsa @DB B 3TuX cityyasix MOTyT OBITh
nuMdonponudepaTuBHbie 3a001eBaHUs (BKIIOYAasT MOHOKIOHATBHBIE
raMMariaTim), TAIOTUPE03 UM a0PTAIbHBIN CTEHO3. JIeueHue qoIKHO
OBITH HAIIPaBJICHO HA OCHOBHOE 3a0oneBanue. Hanpumep, npu
MakporiooyauHeMun BanpaeHcTpema 1 MUEIIOMHOM 00JI€3HU B TIJ1a3Me
MOSIBJISIETCS ApanpoOTEuH, NpecTaBieHHbIi |gM, KoTophIil MOXKeT
noaaBiaTh PyHkiuo ODB. [TosTomy /U1t yMEHbIIIEHNUS KPOBOTOUYUBOCTH
B ATHX CIIy4asX MPOBOAAT I1azmMadepes, MO3BOJSIOUINN yaaTuTh
napanpoTEUH U3 IJIa3Mbl U OBICTPO BOCCTAHOBUTH HOPMAJIBHBII '€MOCTa3,
Harpumep nepest Orepaue.

8. PEAKUE HACJIEACTBEHHBIE KOATYJIOIIATHUMN.

[ToMuMO camMBbIX PacCIPOCTPAHCHHBIX M3 TSKEIBIX KOATyJIOMaTHid —
remopuwiuu A u B — omnucaHbl HaclneJCTBEHHbIE W MPUOOPETECHHbIE
3a00/1eBaHusl, CBSI3aHHbIE C JEPUIIMTOM BCEX OCTAIbHBIX (HAKTOPOB
CBEpTHIBaHMS. OTH 3a00J€BaHUA COMPOBOXKIAIOTCA Pa3HOOOPa3HBIMU
TEMOpPParnueCKUMU  COCTOSIHUSIMH, YTO  MOXET  3aTPYIOHSATh  HX
JTUATHOCTUKY u JiedeHue. K penkum HacleICTBEHHBIM KOAryJIOMATHSIM
otHocsaTcss nmedurut ¢akropos I, V, VII, X, XI u XIIl, a Takxke
KOMOWHUpPOBaHHBI  fgedunutr  BUTaMUH-K-3aBUCUMBIX  (DaKTOpPOB
CBEpThIBaHUS. bBONBIIMHCTBO W3 HHUX HAaCleIyeTcs ayTOCOMHO-
PELIECCUBHO M Yy TETEPO3UTOTHBIX HOCUTEIEH MYTAlUid MPOTEKaET
0eCCHMITOMHO, HECMOTPSI Ha CHUKEHUE YPOBHS (DaKTOPOB CBEPTHIBAHUS
10 50%. OpHako y TOMO3UTOT M CMEUIAHHBIX TETEPO3UTOT YPOBEHb
(GakTOpOB CBEpPTHIBAHUS MOXKET OBITH KpailHe HU3KMM. HapymeHus
reMocTa3a MOTYT MPOSIBIISITBCS MOCIICONIEPAIIMOHHBIMIA KPOBOTCUCHHUSIMH,
KPOBOTEUCHUEM U3 KYJbTH MYNOBUHBI, T€MONEPUTOHEYMOM BO BpEMs
OBYJISIIMM, BHYTPUYEPETIHBIMU  KPOBOMBIUSHHUIMHU, TEeMaTOMaMH U
reMapTpo3amu.

Tsoxenbrit neuuT GakTOPOB CBEPTHIBAHUS (32 HCKIIOYCHUEM
daktopa XI11) MOKHO BBISIBUTH C TIOMOIIBI0 CKPHHIUHT OBBIX
uccnenoBanuii ceepthiBatoieit cucteMsl (AUYTB, 11T u yposens
bubpuHOreHa). BHeapeHne MeTO0B aHaIN3a My Tallud 3HAYUTEITHHO
YIPOCTHUIIO BBISBIICHUE TE€TEPO3UTOTHBIX HOCHUTENEH Je()EKTHBIX TCHOB,
OTCIIC)KUBAHNE MyTaIlUi B CEMBSX U TIPOBEICHNE MTPEHATATBHON
JTUATHOCTUKH TsDKEIIBIX HapyIIeHUH remocTa3a. Kak BpoxaeHHbIC, TaK U
npuobpeTeHHbIe 1ePUIuTh (haKTOPOB CBEPTHIBAHUS MOTYT OBIThH
00yCJIOBJICHBI X U30BITOYHBIM MTOTPEOJICHHEM (HarTpuMep, IpH
MACCHUBHBIX KPOBOTEUEHUSX WJIM BO BpeMs OOJIBILIUX Olepanuil) min
BBIPAOOTKOM crieruUUHBIX K HUM ayToaHTUTeN. [IpudnHbI



NpUOOPETEHHBIX 1e(ULIIUTOB MOTYT OBITH CAMBIMHU Pa3HBIMHU, OJTHAKO
caMbl€ YacThI€ U3 HUX - IPUMEHEHUE HENPSIMbIX aHTUKOATYJISTHTOB,
reyeHovHas HegocraTrouHocTh u JIBC.

JMepunur ¢pudpuHoOrena

Hebuuut QuOpuHOreHa — MIKMPOKOE NOHITHE, OOBEIUHSIOLIEE
TaKue COCTOSIHUS, Kak auOpHUHOTCHEMUS (<0,1 r/m),
runopubpunorenemus  (0,1-1,5 1/1) w  auchubpuHOrEeHEMUS,
MPOSBIISIIONIASCS CHIDKCHHEM YPOBHS M akTUBHOCTH (uOpuHoreHa. B
OOJBIIMHCTBE CIy4YaeB OJTH HAPYLICHUS HACIEIYIOTCS ayTOCOMHO-
noMuHaHTHO. Jlepuuutr ¢uOpruHOTEeHa MOXKET TMPOSIBIATHCA — Kak
MOBBIIIEHHEM KPOBOTOYMBOCTH, TAK U BEHO3HBIMHU TPOMOO3aMHu.

Kiannnuyeckue nposiBjieHusl.

Puck kpoBoTE€UEHUH 3aBUCUT OT YpOBHA (PUOPHUHOr€Ha, CIOCOOHOTO
K cBeprTbiBaHuioo. [locme TpaBMm, omepanuii, OTCIOMKM IUIALICHTHI U B
MOCJIEPOIOBOM NEPHOJ MOTYT BO3HHUKATh JJIUTEIbHBIE KPOBOTEUEHUS.
[IpumepHO y MONTOBUHBI OOJBHBIX OTMEYAIOTCS TPOMOO3BI BEH (BO Bpems
OepeMEHHOCTH, Tociie omnepauuid UM MHQY3UH MpenapaTtoB (aKTOPOB
CBEPTBIBAHMUSI, COAEPKAUX PUOPUHOTEH).

Jlis  ocTaHOBKM W TPO(PUIAKTHUKKA KPOBOTCUECHUN HCIOJIB3YIOT
oOpaboTaHHbIE i1 MHAKTUBALIUM BHUPYCOB TMpemnaparbl (uOpUHOTEHa,
703y KOTOPBIX (B MI/KI) PAacCUMTBIBAIOT IO (opmysie: [>KeIaeMblid
ypoBeHb (Mr%) ? usmepeHHbIl ypoBeHb (Mr%)] % 1,7 mr%. Ilepuon
MOJTYBBIBEZICHUS (UOPUHOTEHA COCTABIISIET OKOJO 5 CyT, MOATOMY
WH(QY3UIO €ro MPermapaToB JOCTATOYHO MPOBOJIUTH Kaxknabie 2-3 mHs. Bo
BpeMsi JieueHUs (UOPUHOTEHOM CIEISAT, 4YTOOBl €ro MHHUMAalbHas
KOHIICHTpaIlusl B 1a3me mnpeBbimana 1,0 r/1, a nmepen onepanusmu, 1o
MHEHHIO MHOTUX Bpaudei, 3TOT MOPOr CieyeT noBbiaTh A0 1,5 r/n. Ecou
B AaHaMHe3e¢ HeT YyKa3aHWil Ha TpomMOO3bl, TMpU MPOBEACHUU
CTOMATOJOTUYECKUX BMEIIATEIbCTB MOKHO UCIIOJIb30BaTh
aHTU(HUOPUHOIUTUUECKUE CPE/ICTBA.

JMeduuut nporpoMOnHa

Hacnencreennsiit neduut nporpomouHa (pakropa 1) Hacnenyercs
ayTOCO MHO - PELECCUBHO U MO3TOMY MPOSBISAETCS Y TOMO3UTOT WIIH
CMENIaHHBIX TeTepO3UToT. [10 KIMHNYECKUM TTPOSBICHHEM 3a00JIEBaHNE
cxoaHo ¢ aedunurom daktopoB VI u X. Y HOBOpOXKIEHHBIX nedUIIAT
MPOTPOMOMHA MOXKET MPOSBIATHCS TeMaTOMaMHt, KPOBOTCUCHUEM U3
KyJIBTU MYTIOBUHBI U KPOBOTEUEHHUEM T0csie oOpe3anus. [[is nedenus
UCTIONB3YIOT CBEKE3aMOPOKEHHYIO TIa3My,

15-20 mur/kr WM npenapathl NpOTPOMOMHOBOTO KoMmIuiekca, 20-30
ME/kr. IlepenuBanue cBeXe3aMOpPOKEHHOH TIIa3Mbl U MPENapaToB
IPOTPOMOMHOBOI'O KOMILJIEKCA MOYKET IPUBOJIUTH COOTBETCTBEHHO K
TUIEPBOJIEMUU U TPOMOO3aM.

HNedpuunt pakropa V



Bpoxnennsiii gepunur Qaxtopa V — peakoe 3aboneBaHHe C
ayTOCOMHO-PELEC-CUBHBIM TUIIOM HacienoBaHus. Pakrop V conepkutcs
HE TOJBKO B IIJJa3M€, HO M B a-rpaHyjiax TpPOMOOLUTOB, OTKYJa
BBICBOOOKAaeTCsl BO BpeMsi oOpa3zoBaHusi TpomOa. IIpeanonaraercs, 4To
cCoJiep)KaHue ATOTO (pakTopa B TPOMOOIIUTAX IMO3BOJISIET JyUIll€ OLICHUTH
PUCK KpPOBOTEUEHHN, YEeM €ro ypoBeHb B IuIa3Me. 3abojeBaHUe
MPOSBIISIETCSI KPOBOTCUEHUSIMU M3 CIM3UCTBIX W KPOBOUBIUSHUSIMHU B
mpimbl 1 [UHC. [lockonbky mnpemapatel ¢daktopa V moka He
BBINTYCKAIOTCS, JUISl JICYEHUSI UCIIOJIB3YIOT CBEXKE3aMOPOKEHHYIO ILIa3My
WM TpOMOOIMTapHyI0 Maccy. B Hacrosiee BpeMs mpemapatsl (akTopa
V HaxonasTcs Ha CTauU pa3pabOTKH.

KomounupoBauubiii nepuuut ¢paxropon V u VIlI

KoMOunupoBannslii aepuuut ¢akropo V u VIII — eme onna
peakas ~ ayTOCOMHO-JIOMHUHAHTHas  KOaryJoIaTus. 3aboneBaHue
MPOSIBIISICTCSI YMEPEHHOU CKIIOHHOCTBIO K KPOBOTEUEHUSM U MOXKET OBbITh
OPUHATO 3a CpeAHeTsKenyo remopuinio. OIHAKO UMEETCs LENbI psij
MPU3HAKOB, MMO3BOJSIOMUX AU depeHIupoBaTh 3TU 3a001€BaHU.

HenaBHo ObLI pacKpBIT FEHETUYECKUM MEXAHU3M JIAaHHOTO
nepunura. Okazanock, 4YTO B €r0 OCHOBE JIEKAT MyTaI[UU T€HOB JBYX
oenkoB (LMANI1 u MCFD2) nepexoaHo# 30HbI MEXITY
HH/IOIIJIA3MATUYECKUM PETUKYIYMOM U armapaTom [ oybkwy,
YYacTBYIOIIMX BO BHYTPUKJIETOUYHOM TpaHcmopte (paktopos V u VIII.
st BocrionHeHus aeduiuta dakropa V nepenuBaroT
CBEXKE3aMOPOKEHHYIO T1a3My, a nedurut gpakropa VI neuar
JIECMOTIPECCUHOM WM miperapatamu daktopa VIII.

HMepuunt ¢paxropa VI

Bpoxnennsiit gepuuut pakropa VI Takke OTHOCUTCS K peIKUM
3a00JIEBaHUSIM U UMEET ayTOCOMHO-PELIECCUBHBIN TUI HacienoBanus. B
CTpaHax, IJie pacIpOCTPAHEHBI OJIM3KOPOICTBEHHbIE OpakH, 3a00eBaHue
BCTpPEYAETCs] HAMHOTO yaile. Tspkenoe TeueHne 0TMEeYaeTcs TOIbKO Y
TOMO3UTOT U CMEIIaHHBIX TeTePO3UTOT MO MYTAIUSAM, HapyIIAIOIIUM
skcrpeccuto pakropa VI, B To BpeMs kak y reTepo3uror 3adoieBaHue
OOBIYHO TIPOTEKAET 0ECCUMITOMHO. XOTS YETKOM CBS3H MEX]Y PUCKOM
KpoBOTeueHuil u ypoBHeM (akropa VIl He oOHapykeHO, ero yMepeHHbII
nedurut (2-10% OT HOPMBI) YaCTO COMPOBOKIASTCS KPOBOTCUCHUSIMH H3
CJIM3UCTBIX, HOCOBBIMU KPOBOTECUEHUSAMU, KPOBOTOUHUBOCTHIO JIECEH,
MEHOppAarueu u KpOBOTEYEHNEM BO BpeMs U nociie onepauuid. [Ipu
TsokenoMm nedunmre paxropa VI (< 2% oT HOpMBI) BO3MOXKHBI
kpoBon3nusaHuA B LIHC, koTopsle y nereit muaamero BO3pacTa 4acTo
MPUBOJIAT K OCIIOKHEHUSIM U cMepTu. KpoMe Toro, y O0JIBHBIX C TSHKEIbIM
ne(UUUTOM 3TOro (pakTopa OTMEYAIOTCS TeMapTPO3bl, OJHAKO B OTINYUE
oT remogminu A u B OHU BO3HHUKAIOT PEAKO.

[Tpuob6perennsiii Aedunmt daktopa VIl BcTpewaeTcs ropasao yaie
U OOBIYHO ObIBae€T OOYCJIOBJIEH MEUYEHOYHOW HEIOCTATOYHOCTHIO WIU
pUMEHEHUEM HETPSIMBIX AHTUKOATYJISTHTOB, SIBJISTFOTITX CSI



antaronncramMu BuTamuHa K, Hampumep Bapdapuna. Y OOJBHBIX C
MIEYCHOYHON HEJOCTaTOYHOCThIO CHMKEeHHE ypoBHs (aktopa VII coyxut
NoKasareyieM TshKeCTH HapyuieHus QpyHkiuu nedeHu. M3penka neguuut
daktopa VIl Bo3Hukaer Ha (¢oHE JeYeHUS NEHULIWUIMHAMHU U
nedayocnopuHoM, a TakKe MPU MUEJIOMHOM O0JIE€3HU U CETICUCE.
JAnarmocruka.

3anoao3puTh HaclencTBeHHbIN neuiut gakropa VIl moxHo npu
BBISIBIICHUU U30JMPOBAaHHOIO yuHeHus 11T B coueTaHnu ¢ HOpMalibHBIM
AUTB wu ypoBHem (¢ubOpuHOreHa B OTCYTCTBHE IIC€UCHOYHOM
HegocTtaTouHocTH.  CleAyer OTMETHTh, YTO HWHOTAA Pe3yJbTaThl
ompenenenus  ypoBHsa  ¢akropa VIl 3aBucAT 0oT  uCTOYHMKA
TpoMmOoIuTacTrHa, ucnonbzyemoro s oneHku [IT. I[loctaButh TOUYHBIN
nuartos aedunura gakropa VI u gath onpeaeneHHble peKOMEHAALMH 110
IUIAHUPOBAHUIO CEMBU MOXHO TOJBKO HA OCHOBAHUM pPE3YyJbTAaTOB
T€HOTUITMPOBAHUSA OOJIBHOTO U €r0 POJICTBEHHUKOB.

HMedpuuut ¢paxropa X

HacnencrBennsiit gedpunur ¢dakropa X — peaKoe ayTOCOMHO-
peueccuBHoe 3aboieBaHrue. CUMITOMBI MOBBIIIEHHOW KPOBOTOYMBOCTH
4acTO OTMEYAKTCS Y TOMO3UIOT IO MYTaHTHOMY T€HY, XOTS HHOIAa
OOHApY’>KHUBAIOTCS M Y CMEIIAaHHBIX T'eTEPO3UroT. Puck KpoBoTeueHUi
3aBUCUT OT ypoBHsA (akTtopa X B mnazMme. HacnenctBeHHbld nedunur
dakropa X cuemyer auddepeHIMpoBaTh €  NPUOOPETEHHBIM
OOyCJIOBICHHBIM  NPUMEHEHHEeM  BapdapuHa  WiM  TMEYCHOYHOU
HEJOCTAaTOYHOCTBI0O U CONPOBOXKIAIOUIUMCS  ACPUIMTOM  APYTUX
dbakTopoB cBepThiBaHUA. [IpHOOpPETEHHBI W30JIUPOBAHHBINA JAEPUITUT
¢dakropa X MOXKET BO3HUKAaTh Ha (OHE APYrux 3a00JIeBaHUIl, OCOOEHHO
aMUJIOW103a, MPHU KOTOPOM 3TOT (PAKTOpP CBSI3bIBAETCS C aMUJIOUIHBIM
O€JIKOM U OBICTPO BBIBOJIUTCS U3 KPOBH.

Kiavnuueckasi kKapTuHa.

Tsoxensiit nepunut gakropa X (< 1%) nposiBisieTcss KpOBOTEUEHUEM
U3 KyJbTH IyNOBUHBI, TemapTtpo3amu, KpoBowznusHusiMu B IIHC wu
KEITYJJOUHO-KUIIIEYHBIMU KpOBOTEUeHUsIMU. Kpome TOro, y OOJIBHBIX
4acTO OTMEYAIOTCS MEHOpparusi, KpPOBOTEUYEHHS W3 CIU3UCTBIX U
reMaTOMBI MATKHX TKAHEH.

HMepuunt ¢paxropa Xl

Hedunut dhakropa Xl (nHOTHA ero Ha3bBatOT remModumeii C)
HACJIeIyeTCs ayTOCOMHO-PELIECCUBHO U OCOOCHHO PACIPOCTPaHEH Cpean
eBpeeB-alikeHasy, y 8% 13 KOTOPBIX YPOBEHB ATOTO (DaKTOpa B TIa3Me
CHUEH. BrIpakeHHOE B pa3HOl CTeNeHU CHIbKeHue ypoBHs (dakTopa Xl
MO>KET MPOCIIEKUBATHCS B OJJTHON CEMbE Ha MPOTIKEHUU HECKOIBKUX
MOKOJICHUH. Y TOMO3HUIOT M CMEIIIaHHbIX
reTepO3UroT 1o MyTaHTHOMY TeHy AeduuuT dhakropa X| HOCUT TsKETbIN
XapakTep, B TO BPeMsl KaK y T€TepO3UTOT OH BhIPAXKEH 3HAUUTEIHHO
menbie. Cpean Bcex MmyTaruii reHa gakropa X| B 3To# 3THUYECKON



TpyIIIe Mpeo0IaaaroT ABE, OHA U3 KOTOPHIX MPUBOIUT K ACHUIIATY THIA
Il, a BTOpas — k aeduuury tumna 1.

B nepBom cityuae myTaiusi o0yciaoBieHa 00pa3oBaHUEM
TEPMUHHUPYIOIIETO

KOJIOHA B 3K30HE 5, y TOMO3UIOT 110 3TOM MyTaluu ypoBeHb pakropa Xl
COCTaB

asiet menee | ME/mi1. B BTopom ciyudae myTaiust JOKaJIU3yeTcsl B 9K30HE
9 um 3akimovaeTcs B HM3MEHEHMHM IIOCIEIOBAaTEIbHOCTH KOJOHa 283,
NPUBOSIEM K 3aMeHe (peHWIalaHWHA Ha JICMIIMH B MOJeKyie (akTopa
XI. ¥V romo3uror mo 3toii Mytanuu ypoBeHb (aktopa X| B 1u1azme
coctaBisger okojgo 10 ME/mi. ¥V cMemaHHBIX TeTEepO3UTOT MO ATUM
MyTaIsaM ypoBeHb (pakTopa kojebnercs oT meHee ueM 1% 10 10%.

Kannnueckass kapruHa. J[lepuuur ¢akropa Xl 00b1yHO
MPOSIBIISIETCSI MACCUBHBIMU KPOBOTEUEHUSIMU TIOCJIE OMEpaIuii U TPaBM.
CrnoHTaHHBIE KpPOBOTEUCHMS, MBIIIEYHBIE TE€MAaTOMbl W TeMapTPO3bl
OTMEUAIOTCSI PEKO.

JMuarnoctuka. Jlepumut dpakropa X| cuuraercs TSKeEIbIM, €CIIU €ro
ypOBeHb B 11a3me coctapiigier Menee 20 ME/nn. CHukeHue 3Toro ypoBHs
10 20-70 ME/mn pacleHUBaeTCsl Kak 4YacTHYHBIA Aehunut. B HOpME
ypoBeHb 3T0r0 hakTopa cocrapisieT He MeHee 60-70 ME/nn. B otnuuue o
remobunuu A u B npu nedunure paxkropa Xl 4eTkon CBSI3M MEXITY €ro
YPOBHEM M PUCKOM KPOBOTEUYEHHI HE OOHApY>KUBAETCs, Y OOJBHBIX CO
CXOJIHBIM YPOBHEM (PaKkTOpa CKIIOHHOCTh K KPOBOTEUEHHUSIM MOKET 3HAUU-
TEIBHO PAa3IMYaTHCS, KPOME TOTO, Y OJHOTO M TOTO K€ OOJIBHOTO OHA
MOXKET MEHSIThCS cO BpeMeHeM. KpoBoTeueHus1 0ObIYHO BO3HHUKAIOT MOCIIE
omepanuii, O0COOEHHO TMocie yJajaeHus 3y00B, TOH3WJUIIKTOMUU,
MPOCTar3KTOMUU U aIMEeHIIKTOMUMU.

KomOunupoBannslii fepunut ¢paxropos I, VII, IXn X

HacnencrBennsiit komOuHupoBanHbii aeguimt dpakropos 1, VII, IX
u X codyetanuu ¢ aedururom nporernHoB C u S - peakoe 3a0oJieBaHueE,
00yCJIOBIEHHOE TOMO3UTOTHBIM HOCUTEIHCTBOM MYTAIH, BHI3BIBAIOIIEH
nedunut BuTaMuH-K-3aBrcHMOii y- riryTaMuiikapOoKcuiasbl. ITo
3aboneBanue HeoOxoauMo AuddepeHITpoBaTh C MPUOOPETEHHBIM
neunuToB (HaKTOPOB CBEPTHIBAHUS NIPH IMEUEHOYHON HEJOCTATOYHOCTH
iy iedeHuu BaphapuHoM. [[i1st moBBIIIEHUST yPOBHS 3TUX (PaKTOPOB
CBEPTHIBaHMS Ha3HA4YalOT BUTaMUH K BHYTpb, TTPH OCTPBIX
KPOBOTEUCHHUSIX MEPEIMBAIOT CBEKE3aMOPOKCHHYIO TUIA3My WJTH
npenapaTsl IPOTPOMOMHOBOTO KOMILIIEKCA.

Hepuunt paxropa Xl

Hacnencreennsiit neduiut dakropa XIII - penkoe ayrocomHo-
penieccuBHOE 3a00sieBaHUE. BOJBIIMHCTBO MyTaIUi JIOKAJIU3YIOTCS B TEHE
cyobenunuiiel A (pakrop Xl cocroutr u3 cyowemununy, A u B).
3a0oneBaHue MPOSBIAETCS MEIJICHHBIM M CIa0bIM 3a)KUBJICHUEM DaH, a
TaKk€ KPOBOTEUEHUSIMU, BO3HUKAIOIIUMU yepe3 24-36 4 mociie onepanuu



wi TpaBmbl. @aktop XIII obpasyer cBs3u mexnay uensmu (uOpuHa,
MO3TOMY €r0 ACPUIMT CHIKAET CTAOMIBHOCTh TPOMOA M IPUBOJUT K €T0
OBICTPOMY JIM3UCY.

Heduuut gakropa Xl nposiBisiercs KpOBOTEUEHUEM U3 KYJIBTH ITY-
NOBUHBI U T€MaTOMaMM MSTKUX TKAaHEW, BKIOYas MbIIIbL. ['eMapTpo3bl
OTMEYAIOTCSl PEK€ W BO3HUKAIOT TOJBKO IOCIE TPaBMbl. Y MHOTHUX
OOJNBbHBIX BO3HMKAIOT CIOHTAHHBIE BHYTPUUYEPENIHbIE KPOBOU3IUSIHMUS,
KOTOpBIE CIIy’)KaT TJaBHOM NPUYMHOM OCJIOKHEHUH U  CMEpTH.
XapakTepHbl TaKke OecIIoiue U caMOIIPOU3BOJIbHBIE A00PThl HA PAHHUX
cpokax OepeMEeHHOCTH. TsKeCTh KPOBOTEUEHHS 3aBHUCUT OT YPOBHS
dakropa Xl B masme. [locrne Gonbmux omnepanuii MOXKET pa3BUBATHCS
npuoOpeteHHbiii  aepurut (akropa Xlll. B HekoTtopeix crmydasx
OpUOOpEeTeHHbId  JePUUUT  HOCHUT  ayTOMMMYHHBIA  XapakTep.
CkpununroBele  uccienoBanusi  (ouenka AYTB, [IB, ypoBHs
(¢ubpuHOreHa) He MO3BOJAIOT BBIABUTH Aeduuut (axtopa FXIII, mms
TOr0 MOAXOAAT TOJBKO CHEHU(PUYECKUE KOJIUYECTBEHHBIE METObI.
[ToaToMy nipu 00cie10BaHUU OOJIBHBIX C MOBBIIEHHON KPOBOTOYHBOCTHIO
HE00XO0/IMMO BCETJa YUYUTHIBATh BO3MOKHOCTh 3TOTO 3a00JIEBaHUS.

9. HIEYEHOYHASA U TIOYEYHAS HEJJOCTATOYHOCTb

[leueHOYHass  HEAOCTATOYHOCTh MNPUBOAUT K  KOMIUIEKCHBIM
HapyUICHUSIM KOAryJsiIMUOHHOTO TE€MOCTa3a, B OCHOBE KOTOPBIX YacTo
JIeXaT pa3Hble MEXaHU3MBbI [ledyeHb — TrJIaBHBIN OpraH, OTBEYAKOIIUU 3a
CUHTE3 W KJIMPEHC OCIKOB CBEPTHIBAIONICH U (HUOPUHOIUTHICCKOMN
cucteM. [Ipu nopakeHnu ne4eHu OaaaHC MEXKy STUMU CUCTEMaMH 4acTo
HapyIIAeTCsl, YTO MOXKET MPUBOJUTH K KPOBOTCUCHUSIM (U3 BAPUKO3ZHBIX
BEH NHUIIEBOAA) W TpomOo3aM (mepuepruyeckux BEH WM CHCTEMBbI
BOPOTHOM BeHbI). PHCK KpOBOTEUEHMI 3aBUCUT TaKXke OT YHCiIa
TPOMOOIIUTOB,  KOTOPOE€  TPH  TSDKEJIOM  TMOPaXEHUU  TICUCHH,
COTPOBOXKJIAIOIIEMCSI TOPTaJbHON THUIEPTEH3UEH, MOXKET CHIKAThCA
BCJIEJICTBUE CIUICHOMETAIHH.

CrangapTHble METO/BI OLIEHKH remoctasa (ompenenenune AUTB u
[IT) uyBCTBUTENBHBI TOJIBKO K U3MEHEHUIO YPOBHS MPOKOATYJISTHTOB U HE
MO3BOJIAIOT OLIEHUTh CHUYKEHHE YPOBHS SHJOTCHHBIX AHTHUKOATyJISIHTOB
(aaturpom6buHa 11, mporennos C u S), CBA3aHHOE C MOBBIICHUEM PHUCKA
TpoMmOo03a TIyO0KuX BeH. HapyiieHus: KoaryasiMOHHOTO reMOocCTasa MpH
IICYCHOYHOW HEJOCTAaTOYHOCTH B OINPEACIEH W MEpEe 3aBUCAT OT
0COOCHHOCTEW MaToreHe3a W AMHAMUKHU MOpaxeHus ned B 3aBucumocTtu
OT XapakTepa HapylIeHHs reMocTa3a, OOyCJIOBJIEHHOTro 3a0' BaHHMSIMHU
MEYEHHU, UX MOKHO Pa3AeiUTh Ha 4 TPYMIIbL:

*  OCTpBIE I'€NaTUThI CONPOBOKAAIOTCS MPEUMYIIIECTBEHHO
KoaryJjomnarue” TpeOIeHus;

* IUPPO3 MEUCHU MPUBOJNT K CHIDKCHHIO CHHTE3a (DAKTOPOB
CBEPTHIBAHUS;

e 00CTpYyKILHUSA KETUYHBIX MMyTel BeleT K qeduunuty Butamuna K;



*  ONYXOJIH, CBSI3aHHBIE C LIUPPO30OM IMEUEHHU, COMPOBOXKAAIOTCS
nuchuOprUHO HEMHEH.
CHukeHne cUHTe3a (PAKTOPOB CBEPTHIBAHMSL.

XpoHuueckue 3abojeBas IE€UYEHHU, BKIIOYas LUPPO3, MPUBOLAAT K
CHIDKCHHIO CHHTEe3a (DAKTOpOB CBepThIBaHUs, 0coOeHHO (akTopos I, VII,
IX u X. Ilockonbky dakrop VIl obrnagaeT camMbiM KOPOTKHUM TMEPUOIOM
NoJTyBbIBE/IeUUsT (OKOJIO 5 4), CHH)KEHHME €ro YpOBHS 4acTo ObIBaeT
HaumOosiee BbIpaXXeHHbIM. HawmOosiee 4yBCTBUTENIBHBIA IOKAa3aTElb
nepuuunurta ¢pakropa VIl — ynnunenue 1B, mostomy ero onpexaenenue
UIpaeT BaKHYK POJIb B OLIEHKE CUHTETUYECKON (DYHKIIMH MTEYEHU.

MexaHu3Mbl HapyHICHUA reMoCTasa Ipu IICYCHOYHOU

HEJ0CTaTOYHOCTH
JTanbl Hapyumienue cBepThiBaloIei Hapymenue
reMocTasa CHCTeMBI (CKJIOHHOCTD K AHTHKOATYJISIHTHOM CHCTEeMbI
KDOBOTEYEeHHU M) (CKIOHHOCTR K TDOMG03aM)
IlepBuuHbIl TpomOotnuTONIEHUS [ToBeiienue yposus @OB
remMocTas TpombouuTonarus Cumxenune ypoBast ADAMTS13
Broprunsbiit CHuxenue ypoBHs paxtopos I,  |IloBslieHue ypoBHs (akTopa
reMocTas V, VI, IX, X. XI VIl Camxenue ypoBHs
Hedunut Buramuna K I'uno- u nporenHoB Cu S u
nucuObpuHOreHeMus antutpomOuHa I
OubdbpuHOIHU3 CHmxeHue ypoBHs a2- CHmXeHue ypoBHS

ATN® ypoBHs NATI-1

aHTumiazMuHa CHIKEHUE YPOBHA |IINIa3MHUHOI'CHA [ToBrbIlIEHME

ATU® — akTUBUpYEMbI TPOMOMHOM UHTHOUTOP PUOpHHOIH3A.

Hapymenune y-kapooxcuauposanusi ¢paxropos I, VII,
IXu X,

KapOokcunmpoBanne HEAKTUBHBIX OCJIKOBBIX MPEANICCTBEHHHUKOB
dakropos Il, VII, IX u FX, a takxke nporenHoB C u S c yvactuem
dbepMEeHTOB TME€UeHW TPEBpAlAeT HMX B AaKTUBHPOBAHHBIE (PAKTOPHI
CBEPTHIBaHMS, CIOCOOHBIE K YYacTHIO B TMOJJCPXKAHUU TeMOCTa3a.
XpoHndeckue 3a001€BaHUS TMEUCHNU MPUBOJAT K CHMKEHUIO aKTUBHOCTHU



TUX (dbepMeHTOoB C HapyLIEHUEM KapOOKCHUIITMPOBAHUS
NpEALIECTBEHHUKOB (akTopoB cBepThiBaHUs. I[lockonpky mpouecc y-
KapOOKCUJIMPOBAaHUS 3aBUCHUT Takke OT BUTamuHa K, mpu ero aepuuure
(HampuMep, BCJIEACTBUE OOCTPYKIMHU >KEMYHBIX MyTei) ompenerecHue
ypoBHSI (DaKTOPOB CBepThIBaHUs, 0coOeHHO (akTopa VI, He mo3BossieT
NPaBUJIBHO OLIEHUTh CHUHTETHYECKYIO CIIOCOOHOCThH ImeueHu. [loaTomy
nepen omnpexaenenueM [1B kak mokazatens GyHKIMHM MEYEHU OLIEHUBAIOT
comepkanne BuTamMmmHa K u B ciywae ero jgeduuura Ha3HA4arOT
npenapatsl BuTamrHa K.

DOuOpUHOTEH.

[Teyenr cmocoOHAa CHHTE3UPOBATH OOJBIIOE KOIMYECTBO (HuOpHU-
HOT€HAa, JaXe IpU pa3BUTUM [IEYEHOYHOW HEJIOCTaTOYHOCTH OHa
IPOJOJKAET MOMIEPKUBATh HEOOXOIMMBIA YpOBEHb (UOpPHUHOrEeHa B
mwiazMe. OJHAKO €O BpPEMEHEM YpOBEHb (HHOPUHOr€Ha IOCTEIEHHO
CHW)KAETCSI U B KOHEYHOM HTOI€ MOXKET COCTaBJISITH MeHee | T/, 4uTo
OOBIYHO HAOJIOMACTCS MPH OCTPOM MEUYEHOYHOW HEJOCTATOYHOCTH U B
TEPMUHAIBHOW CTaJuMu LUppo3a NedyeHu. B ciyyae mnpucoequHeHus
uH(pekuu ypoBeHb (puOpuHorena B pesyinbrare JIBC MoxeT mnanaTh
ObIcTpee, YeM MOKHO ObLJIO Obl OXKUAATh MPU JAHHOM CTENEHU MEeYEHOY-
HOM HeJ0CTaTOYHOCTU. B TO jke Bpemsi HeKOTOpbie POPMbI XPOHUUECKOTO
renatura (Hampumep, OWIMApHBIA LUPPO3 TEYEHH) COMPOBOXKIAIOTCS
Bocrnasiennem ¢ ycuwieHueM npoaykuuu @HO a, koTopsiil ctumynupyet
cuHTe3 PuOpUHOreHa, MPUBO/IS K MOBBIIICHUIO €r0 YPOBHS B IJIa3Me.

DOuOPUHOJIU3. [TeyeHouHas HEJOCTATOYHOCTh MOXKET
COINPOBOX/JIaThCA Pa3HbIMHU HapylIeHUAMH (pruOpuHon3a. Tak, CHIKEHHUE
ximpeHca TAII npu oCTpbIX renaturax ¥ DUPpPO3€ MEYEHU BCIEICTBUE €€
BOCHAJIEHUS] MNPUBOJUT K NEpBUUYHOMY (GuOpuHOIM3y. OpHako mnpu
XPOHUYECKUX renatuTax (UOPUHOIU3 MOXKET CHMXKATHCS B PE3YJIbTATE
noBeiiieHus cunte3a MAII 1 unu cHukeHusl CHHTE3a MIa3MUHOTEHa, XOTS
MOXXET ¥ YCWIMBAThCA BCJEACTBUE HapyIICHUS NOPOAYKUUU a2-
aHTUIUIa3MUHA U aKTUBUPYEMOT0 TPOMOMHOM MHTUOUTOpa PUOpUHOIH3A.
Pazsutne /JIBC, Hampumep Npu CENTULEMUU WIM OCTPON MEYEHOUHOU
HEJ0CTaTOYHOCTH, MOKET MPHUBOJIUTh K BTOPUYHOMY (PUOPUHOIHU3Y,
oOycnoBneHHomy mpoaykuuein @HO, kynpepoBCKUMHU KIETKaMH TIEYCHU
U JpYrMMH KJIETKaMH PETUKYJO3HJIOTEIHAIBHOM cucTteMbl. Takum
o0pa3oM, xapakTep HapymieHui (UOPUHOIN3A y KaXKIOro OOJIBHOTO
MOXKET OBITh Pa3HBIM.

®axTops1 VIl n V.

@aktop VIl cuHtesumpyercs He TONBKO MEYEHbIO, HO U
SHIOTENNATBHBIMU KIIETKaMH, MO3TOMY npu MEYECHOYHON
HEJOCTaTOYHOCTH €ro CHHTE3 MOXET HE 3aBUCETh OT (PYHKIUHU
renatoruToB. [Ipu muppose neuenu yposeHs pakropa VIl gacto OpiBaeT
HOPMAJIbHBIM ~WJIM JIaK€ TIOBBIIIAETCS B CBSI3U C  YBEJIMYCHUEM
koHreHTparuu OOB, (cradmwmsupyer dakrop VIII) u ymensmenuem



coaepkaHusi Oenka, MOJOOHOTO pEeHenTopy JIMIOMPOTEHIOB HH3KOM
IUIOTHOCTHU (omocpeayeT 3axBatr u paspyuenue (axrtopa VIII kierkamn).
[Ipu octpom renatute ypoBeHb ¢aktopa VIII Moxer 3HauuTenbHO
YBEJIMYUBAThCS, YTO, BOBMOXHO. CBsizaHO ¢ cekpenuein UJI-6. TTpu JIBC
ypoBeHb (aktopa VIl cHukaercss B CBS3M C €r0  YCWICHHBIM
noTpeOIeHUEM.

®dakrop V cUHTE3UpYyeTCs MPEUMYIIECTBEHHO B TMEYEHH, MOITOMY
IIpU [EYEHOYHON HEIOCTAaTOYHOCTH €ro YpPOBEHb B IUIA3ME CHUMKAETCS.
BoipaxkeHHOe  CHIDKEHHME YpOBHsA  (aktopa V  BCIEICTBHE €T0
notpebmennss npu JIBC He COOTBETCTBYeT CTEHEHH IICYSHOYHOM
HegoctaroyHocTd. OHOBpeMeHHas orieHka ypoBHs ¢aktopoB V u VIII
MHOTJa MOMOraeT OTJIMYUTh KoaryJjomnaruir, cBszaHHyro c¢ JIBC, or
KOAaryJIONaThuu Ipu nedeHouyHor HepocraroyHocTu. [Ipm JIBC ypoBeHb
o0oux (aKTOpOB CHIKEH, a TMpU [EUYEHOYHON HEAOCTaTOUYHOCTHU
CHID)KAeTCsl TOJBKO ypoBeHb (¢akropa V, a ypoBeHb (aktopa VIII
OCTaeTCs HOPMAJIbHBIM MJIM J1a)K€ TTOBBIIIAETCS.

TpomMOouuTHI.

[Ipn nme4eHOYHON HEAOCTATOYHOCTH YHUCIO TPOMOOIUTOB OOBIYHO
ObIBa€T HOPMAJIbHBIM WM CHIDKCHHBIM. BO3MOXXHO, YMEHBIIIEHHE HX
yuciia OO0YCJIOBJICHO CHIKEHHMEM CHHTE3a I€UEHbI0 TPOMOOMOITHHA,
CTUMYJIUPYIOIIEr0 00pa3oBaHUE TPOMOOIMTOB. ITO MPEINOJIOKEHHUE
coriacyercsa C pe3yJbTaTaMH MCCIEIOBaHUWA, TIE€ I0Ka3aHO, 4YTO Yy
OOJNBHBIX C MEYEHOYHOM HEAOCTATOYHOCTHIO CEKPEIHsl TPOMOOIOATHHA
cHkeHa. [laxxe HeOobIas crijieHOMeraus, Ha0IogaeMast Ipy IUppo3e
MEYEHHU, COMPOBOKIACTCA CHUKEHUEM YHUCIa TPOMOOLMUTOB 10 75-125 x
10° wmn'. 3moymotpeGneHme amKoroneM MOABISET  0OpazOBAHHE
TPOMOOIIMTOB M3 METaKApUOLUTOB, MO3TOMY MOXET NMPUBOIUTH K €IIe
OOJIbIIIEMY CHIDKEHUIO UX 4Hcia. Yepe3 HeCKOJbKO AHEH Mocie 0TKa3a OT
yHOTpEOJICHHs alKOTOJs YacTo HaOJt01aeTcs pe3Koe MOBBIIICHUE YHUCIIa
TpomOoruToB  Jlepuuut  (onueBol  KUCIOTHI, KOTOPBIA  MOMKET
pa3BUBaTbCd NPH  AIKOTOJIBHOM  IUPpPO3€  TE€YEHH, YCHIIMBAET
TpomOoruTonenuto. [Ipuem mpemapaTtoB (HoaMeBOl KUCIOTHI yCTPaHSET
ee AePUIUT U YBEIUYUBAET YUCIO TPOMOOIUTOB. Y HEKOTOPBIX OOJIBHBIX
OJTHOM W3 MPUYWH MOBBIIICHUS KPOBOTOUYMBOCTH MOXKET OBITH HAPYIIICHUE
byHKIIMA TPOMOOIUTOB (HAmpUMep, CHUKEHHUE arperalid B OTBET Ha
ctumyisinuio AJI®D), onnako mnosbiiieHne ypoBHs ODB u cHuxeHue
ypoBHsI ero maruouropa (6enka ADAMTS13) criocoOCTBYET yCHUIIEHUIO
arperaiu TPOMOOIIMTOB U TMO3BOJIIET KOMIIEHCUPOBATh CHIDKEHHE HUX
YHUCIIA U HapylIeHHue (QyHKIHH.

Nuruduropsl GpakTopoB cBePTHIBAHHUS.

Hapymienne cunre3a antutpoMmOuHa |l mpu mopakeHUH nedyeHu
IPUBOJUT K CHUKEHHUIO €r0 YPOBHS B IUIa3M€, YTO MIPEAPACIOAraeT K
pa3BuTHIO Koarynonartuu norpednenus. [Iporeunst C u S — Buramun-K-
3aBUCUMBIE OC€JIKM C aHTHKOATyJISTHTHOM aKTUBHOCTBIO, CUHTE3UPYIOTCS B
NEYeHW, [O03TOMY MNpH  LHUPPO3€  IE€YEHUM  HaApyLIAeTcs  UX



KapOOKCWJIMPOBAHUE W BCIEJACTBHE AITOTO CHIDKAETCS WX (DyHKIHUS U
cCollep)KaHWe B IUIa3Me. OJTH W3MEHCHHSI KOMIICHCHPYIOT JCPUITUT
MPOKOATYJIIHTOB, CIOCOOCTBYSI HOPMAJIbLHOMY 00pa30BaHUIO TPOMOMHA.

VY GOJBHBIX C TSHKEJION MEeYEHOYHON HEI0CTATOYHOCTHIO U TSKEIIBIM
ocTpbiM renatutoM mnosbiiieH puck JIBC. CopoBouupoBaTh €ro MOXKET
CENTHUIIEMUS, BbI3BaHHAS IPAMOTPHUIIATEIbHBIMU OAaKTEPUSIMHU, KOTOphIE B
pesyibTaTe OcialJIeHusT aHTHOAKTEpUATbHOM 3alllUThl MPOHUKAIOT U3
KUIIEYHUKA WM  JPYTUX  HMCTOYHUKOB  MHGEKIUH  (Hampumep,
WHOUIIMPOBAHHON aCIUTUYECKOMN >KUIKOCTH) B MOJYyI0 BeHy. [locKonbKy
JIBC pasBuBaercs Ha (pOHE OMHMCAHHBIX BBIIIE CIOXKHBIX HAPYIICHUN
KOAaryJsiHOHHOTO TeMOCTa3a, OMPEAeIUTh €ro MPUINHY OBIBACT TPYIHO.
OpnHako THIATEIRHOE UCCIEA0BAHNE YAaCTO MOMOTAET BBISIBUTH OCHOBHYIO
npuuuny JIBC.

Juarnocruka. JlabopaTopHble nccaeqoBaHUs HAYMHAIOT C OOILIEro
aHaJM3a KPOBU M CTAHJAPTHBIX METOJOB OLIEHKM I'€MOCTa3a, BKIIOYast
onpenenenrie AUTB, IIB, ypoBuHs ¢ubpuHorena u D-numepon
(mpoxykTsl nerpamauud  ¢GuoOpuna). Ecam 3TH  uccienoBaHus He
MO3BOJIAIOT OMPENENUTh, YTO TMOCTYXKWIO NPUYMHON BBISIBJICHHBIX
Hapymienudi, JBC wunu Tskenas TEYEHOYHAs HEJOCTATOYHOCTb,
JOTIOJTHUTENbHYI0 MH(GOPMAIINIO MOKET 1aTh OLIeHKa YpoBHs (pakTopoB V
u VIIl. Camwkenune ypoBHS ¢aktopa V yKa3blBaeT Ha BBIPAKEHHOE
HapyIIEHUE CHUHTETUYECKON (YHKIMHM TICYCHH, a CHIDKCHHUE YPOBHS
dakropa VIl ceunerensctByeT 0 pazsutuu [IBC.

IToueuHass HEIOCTATOYHOCTh

[ToBbIllIEHHAs] KPOBOTOYMBOCTH MPH MOYEHYHOM HEJOCTATOYHOCTH,
MPOSIBIISAIONIASACS OOBIYHO KPOBOMOJATEKAMHU U JKEIIYJOYHO-KUIICYHBIMU
KPOBOTEUECHUSMH,  OOYyCJIOBJI€HAa  MPEUMYLIECTBEHHO  HapyLIEHUEM
aAresud u arperanuu TpomOouuToB. [lpM pa3BUTHUU OCIOXKHEHUN U
COMYTCTBYIOIIUX 3a00JICBAaHUM, HANpUMEpP aHEMUM WJIU apTepUabHOU
TUNIEPTOHUH, a TAK)KE TPU IPUMEHEHUHN aHTUArperaHTOB KPOBOTOUYHMBOCTh
ycunuBaetrcs. OJHAKO PHUCK KPOBOTEUEGHHM Yy OOJBHBIX C IMOYEYHOUH
HEJJOCTATOYHOCTBIO MOXHO  3HAUUTEIBHO CHU3UTh C  IOMOIIBIO
reMo/Inaan3a, COCTABIISIFOIIETO OCHOBY JICUCHHUSI 3TOTO 3a00JIeBaHUSI.

IIpu4uHBl reMOPPaAruyYecKOro CcocTossHus. YacTele NIPUYUHBI
KPOBOTE€UEHUM Yy OOJIbHBIX C MOYEYHOM HEJOCTATOUYHOCTHIO BKIHOYAIOT
AHTMOJIMCIUIA3UI0, S3BEHHYIO OO0JE€3Hb, TaCTPUT U APYLYH MNaTOJIOTHIO
cIU3UCThIX. [IprueM K YCHIIEHHIO KpPOBOTEUEHHUM MOXKET HPUBOIUTH
HapymieHue (QyHKIUA TPOMOOUIUTOB. YHCIO TPOMOOIIUTOB MOXKET OBITh
HOPMaJbHBIM WJIM CJIETKA CHI)KEHHBIM, OJHAKO MX CIIOCOOHOCTh K
aAre3uy W arperaiuu CHUXeHHOW. HekoTopble MexaHU3Mbl HApyIIEHUN
remMocTtaza ImpuBeaeHsl B Tabn. 9.3. HecmoTps Ha OHOXHMHYECKHUE
nokaszarenu AUCYHKUIUU TPOMOOIMTOB, pe3yJbTaThl HCCIEIOBAHUS
arperar TpoMOOIIMTOB OYeHb U3MEHYUBHI, OOBIYHO HEMH(OPMATUBHEI B
OTHOILLIEHHHM OLICHKH PHUCKAa KPOBOTEUEHHS M HE CBSI3aHbl C YPOBHEM
MOYEBUHBI U KPEATHHUHA B CHIBOPOTKE.



Hakonnenue  ypemuueckux  mMOKCUHO8,  YIAISEMBIX  IpHU
reMojuann3e, NPUBOAUT K HAPYUIEHUIO MEepBHUYHOrO remocrasza. [lo-
BUJIUIMOMY, OCHOBHYIO pOJIb B Pa3BUTHM OTUX HAPYIICHUW HUrparoT
MOYEBHUHA, TYaHUJUHCYKIIMHAT W (EHOJbI, YTHETAIOIIUE arperamuio
TpomOouuToB. Ilpenmonaraercs Takke, 4TO JAPyTrHe yIajasieMble TpHU
reMoJMajan3e TOKCUHBI  CTUMYJIHUPYIOT  BBIPAaOOTKY  DHAOTEIHEM
OpPOCTAMKIMHA WU MOHOOKCHAA  a30Ta, KOTOpble HWHTHOUPYIOT
aJICHWIATIMKIA3y MW TyaHWJATIUKIa3y TpomMOouutoB. CHMXEHHE
aKTUBHOCTU 3TUX (DEPMEHTOB NMPUBOJIUT K MOBBIMICHUIO COJCPNKAHUS B
tpomborutax HTAM® u ul'M®, wuHrHOupyromux wux QGyHKIUM.
[TapatupeougHbIi TOPMOH, CEKpelus KOTOPOro IpU  ITOYEYHOHU
HEJJOCTATOYHOCTH MOBBIIIAETCS, TAK)KE MPUBOJUT K MOBBIIICHUIO YPOBHS
HAM® tpomOonuTax.

Buympennue oegexmul TpPOMOOIIUTOB BKJIIOUAIOT CHUKEHHUE YPOBHS
AJI® u cepoToHMHa B IUIOTHBIX TIpaHyjax. Hapymenue arperanuu
TPOMOOIIUTOB MOKET

MexaHu3Mbl HAPpYUIIEHUS] T€MOCTA3a P YPEMHUH
Hapywenue azpezayuu mpomoouyumos

*  CHmkeHne MOOWIHM3AIMU BHYTpHUKJIeTOUHOTO Ca2+, anHomanuu
peuentopa pubpruHoreHa, cHkeHrne ypoBHs AJID u cepoToHrHA B
IUIOTHBIX TPaHyJIaX TPOMOOITUTOB

* IloBbiuenue ypoBast HAM® u ul' M® B TpoMOoLIMTaX
BCJICJICTBUE YCUJICHUSI CHHTE3a U TTOBBIIIICHUS YPOBHS MPOCTAIIUKINHA U
BBICBOOOXKICHUSI MOHOOKCH/Ia a30Ta dHI0TEINATbHBIMUA KJIETKAMHU

e CHmxeHHe BbIpabOTKA TPOMOOKCAHA BCIAEACTBUE CHUKEHUS
AKTUBHOCTH IIUKJIOOKCUT€HA3bI

Hapywenue adze3zuu mpomooyumoes

*  CHmxeHHe dKcrpeccun rmkonporenaa Ib Ha TpombonmTax

*  CHwmxenue cpojictBa < ®DB

Bnuanue anemuu na goynkyuu mpomooyumoe

e l3MeHeHUE PEOIOrMYECKUX CBOMCTB KPOBU

*  CuHmxenue cogepxanus AJ[D B aputrpornurax u ypoBHs
TpoMOOKCaHa

e  CHWXEHHE CKOPOCTH BBIBEJECHUS MOHOOKCHIA a30Ta

OBbITh OOYCJIOBJIEHO CHUXEHHUEM BBIPAOOTKHM MMM TpPOMOOKcaHa Ao,
MOIIHOTO CTUMYJISITOPA 3TOU (PYHKIIHH.

Cruorcenue ypoeus ODB.

Cesizp ®@DB ¢ TtpomOommramu depe3 mmkonporens Ib moxer
MOAABIATHCS, YTO NPUBOAUT K HAPYIICHUIO aJre3uu TPOMOOIUTOB K
HHAOTEIHIO.

AHnemuu cClly’)KaT eIl€ OJIHOM TNPUYMHON TOBBIIIEHUS pPHCKA
KPOBOTEUEHHUI, YTO MOATBEPXKIAE€TCA B YACTHOCTH HAJIMYHUEM OOpaTHOU
3aBUCUMOCTH  MEXJy TIE€MaTOKpUTOM U  TOBBIIICHUEM BpEMEHU
KpoBoTeueHus. [loBblllIeHHE YHUCHa SPUTPOILUTOB COMPOBOKIAETCA
YIIY4IIEHHEM TeMOCTa3a, YTO MOXKET OBITh CBS3aHO C YCUJICHHEM aJre3un



TPOMOOILIMTOB K HJIOTEIUIO B MECTE MOBpekIeHUs cocyna. Kpome Toro,
PUTPOLUTHI  BbICBOOOXatoT AJIl, CcTUMyIupyIOUmMii —arperammro
TpoMOOLIMTOB u  (opMupoBanue TpombOa. [lns BoccTaHOBIICHHS
HOPMAJIbHOT'O ~ BPEMEHHM KPOBOTEYEHHUSI TIE€MATOKPUT HEO0OXO0AUMO
noJJIep>KUBaTh Ha ypoBHE 27-32%.

Kiannnyeckue nposiBjieHusi HApylIeHUii reMoCTa3a NpH ypeMHUH.

KpoBOoTOUMBOCTE 4alle BCErO MPOSBISIETCS KPOBOM3IMSAHUSAMU B
KOXY M  CIM3UCTBIE,  IETEXWSIMH, OKXMMO3aMH,  HOCOBBIMHU
KPOBOTEUYECHHsAIMH, KpoBoTedeHueM u3 BepxHux otaenoB JKKT wu
reMOpparuyecKuM MepUKapAUTOM. Bo3HHKarOIEe B HEKOTOPBIX CIIydasX
3a0pIOIIMHHBIE TE€MaTOMbI MOTYT OBITh OCJIO)KHEHHEM KaTeTepH3aliu
OeIpeHHOM apTepuu Ui MPOBEICHUS TeMOINAIN3a.

TpoM003bl U YyCKOPEHHOE pPA3BUTHUE aTEPOCKIEpo3a. Y HEKOTOPBIX
OOJBHBIX C IMOYEYHOM HEJOCTATOYHOCTBIO OTMEYAETCS CKIOHHOCTh K
TpoMO03aM, MPOSBISAIOMIASACS, HAPUMEP, TPOMOO30M apTEPHUOBEHO3HOIO
IIYHTA, WIK apTepUaIbHOU U BEHO3HOU TpOMO0IMOOIUAMH. XapaKTepHOe
JUISl TIOYEYHOM HEIOCTATOYHOCTH YCKOPEHHOE Pa3BUTHE aTepOCKIepo3a
MOXXET OBITh CBSI3AHO CO C€JAa00 BBIPAXKEHHBIM, HO YCTOWYUBBIM
BOCIIAJICHUEM. Hpyrue aTepOrcHHbIC (dakTopsI BKJIFOYAKOT
JUCIUIONPOTEUIEMUIO, TMpoJudepalio IIaJKOMBIILIEYHBIX  KIETOK
COCYZIOB IOJ
JeicTBreM TPOMOOLIMTApHOTO (DaKTOpa pocTa U MOpakeHUE IHI0TENUs
BCJIEZICTBUE TOMOLMCTEUHEMUU.

KiiroueBbie MOMEHTBI - IEYEHOYHAS U IIOYeYHAast
HEJ0CTATOYHOCTD.
Ileuenounasn nedocmamounocms

OcTtpast u XxpoHUYecKas NeYeHOYHass HEAOCTATOYHOCTh COMPOBOXK/1a-
I0TCS IIUPOKUM CIIEKTPOM HApYyIIEHWH TeMOocCTasa, MOATOMY KaKIbId
citydail TpeOyeT Kak MOXHO 0oJiee IMOIHOTr0 00CIeI0BaHUS.

* [Ipu moObIx mopo3penusix Ha neduuut ButamuHa K HasHadaroT
penaparsl.

- XoTs y MHOruUX OOJBHBIX BO BpeMsl OOCJIEIOBAaHUS BBISBISIOTCS
HapyLIEHUsl TeMOoCTasa, JJEYEHUE Ha3HAYaloT TOJBKO JUIsl OCTAHOBKH KpO-
BOTEYEHMSI WJIA €ro MPOPUIAKTUKH IEpE]] IPOBEIECHUEM ONEPALIMH.

lloueunas neoocmamounocmo

C MOBBILIEHUEM CTENEHH IOYEYHONW HEJOCTATOYHOCTH PUCK
KPOBOTEUECHHUN YBEIUYHBACTCS.

* ['emoauanu3 yMeHbIIaeT PUCK KPOBOTECUEHUH.

* ObICTpOE YCTpaHEHHE aHeMuHn yTEM nepesIMBaHUs
SPUTPOLMTAPHON MACChl WM MOCTEINIEHHOE — C MOMOILBIO PETYJIAPHOTO
BBEJICHUSI 3pU-TPOIIO3THHA TAK)KE CHH)KAET PUCK KPOBOTEUECHMUIA.

10. HEPUOIIEPAIMOHHOE KPOBOTEYEHUE

OneHka COCTOSIHUSA 10 ONEepALUU

Huuero He nemaer xupypra 0oJsiee CHACTIMBBIM, YEM 3HAHUE O TOM,



9TO0 y OOJBPHOTO HET CKIOHHOCTH K KpoBOTeueHusiM. Paszpaborano
MHO>KECTBO JIA0OPATOPHBIX HCCIEAOBAaHUM, MO3BOJSIOIIUX XUPYPry
OLIEHUTh JTOT PHUCK, HO K COXAJICHHIO, BCE OHU YCTYNalOT B
MH(OPMATUBHOCTH THIATEIbBHO COOpPAaHHOMY aHaMmHe3y. MexaHUu3Mbl
HOPMAJIbHOTO CBEPTHIBAaHUSI KPOBUM M JAOOpPATOpPHBIE HCCIEIOBaHUS,
NO3BOJISIIOIIME OLEHUTh CUCTEMY IeMocTa3a, OOCyXKAaroTcsi B Ti. 2;
OJTHAaKO HOpMaJIbHbIE TOKa3aTeJId KOAryJslUu HE HCKIIYaIOT HAJU4Me
KOaryJonaTHH.

AHaMHe3. OCHOBHbIE KJIMHUYECKHME TPU3HAKU  IOBBILIEHHON
CKJIOHHOCTHU K KPOBOTEYEHHIO:

- CIIOHTaHHbIE KPOBOTEUYEHHS B aHaMHe3€, HalpuMep, HOCOBbBIC
KpOBOTEUE
HUS, KOTOpbIE C TPYAOM TPEKpamaroTcs MNpu  NPWKAMaHUH,
CaMOIPOU3BOJIbHBIE

KpPOBOMOJTEKH, OCOOCHHO Ha TYJIOBHIIIE;

- TOBBIIIEHHas  KPOBOTOYMBOCTH BO  BpeMs  MNPEeAbLAYLINX
XUPYPrUUECKUX BMEUIATENbCTB WM DSKCTPAaKUMU 3yO0OB; HampuUMeEp,
HEOOXOJUMOCTh TOBTOPHOrO oOOpallleHuss K CTOMAaTOJIOTy IO HOBOIY
BO300HOBJISIOIIETOCS] KPOBOTEUEHUS U3 aIbBEOJIBL;

- MAaTOYHbIE KPOBOTEUYEHUS, T. €. UYPE3MEPHOE BBIIEIECHUE KPOBU U3
NOJIOCTU MATKu (B Te4YeHHe TmepBbiXx 48 YacoB MEHCTpyaluH),
KpOBOTEUEHHUE, TpojiojpKatoiieecs: Oosee 5-7 pgHed mbo aHeMus
BCJIEAICTBUE KPOBOIIOTEPH B aHAMHESE;

- MpUEM TaKuX JIEKapCTBEHHBIX TpemnapaToB, kak ACK (acrnupuH),
KJIOTIU-A0TPETIb, rernapuH, nepopabHbIC AHTUKOATYJISHTBI,
JIEKapCTBEHHBIE TPABHI;

- CKJIOHHOCTb K KPOBOTEUEHHSIM B CEMEMHOM aHaMHE3e€.
Oo0caenoBanue.

CUMIITOMBI, YKa3bIBAIOIINE HA BO3MOKHOE HAJTMYHME KOATryJIOMaTHH:

® KOXa: Myprypa, KPOBONOJATEKH, TEIEAHTMOAKTA3UH, IIUPOKUE
pyOLIbI ¥ TUIIEPAITACTUYHOCTD;
e OpraHbl  OpIOINIHOW  TOJIOCTH:yBEJIMYEHHE  TEYNEeHU U
CEJIE3EHKH;
® MBIIIIBI U CYCTaBbl: TEMATOMBI, TeMApPTPO3bI WK XPOHUYECKAs
apTpOIabTs KPYMHBIX CyCTaBOB.
JlaGopaTopHble  UCCIEIOBaHHs HEOOXOOUMBI B  OCHOCBHOM ISt
MOJITBEPKACHUS KIIMHUYECKUX MOJ03PEHUH.

Jlpyrasg BakHas MpPUYMHA HWHTPAONEPANMOHHOTO KPOBOTCUYCHHS -
JABC . IlyckoBbIM (haKTOPOM MOXKET CIY>KUTh JUTUTEIIHOE
TUIIOTEH3UBHOE COCTOSIHUE, MH(DUIIMPOBAHNE MUKPOOPTaHU3MaMH,
IPOAYLHUPYIOLMMU 3HI0TOCUHBL, 1100 JIBC-cuHapOM MOKET OBbITH
IPOSIBJICHUEM TPAaHC(PY3MOHHOM peakluu XapaKTepHa UHTEHCUBHAs
KPOBOTOUMBOCTb B 00JIaCTH paHbl UM BEHEMYHKIMU. Eciu umeercs
TpaHCc(y3MOHHAs peaKlns, MOKET NOABIATHCA KPOBb B Moue. B
71a00paTOPHBIX UCCIIETOBAHUIX BBISBIISIETCS CHUKEHHUE YUCIIa



TpomOouuTOB, yanunenrne AUTB u I1B u Hu3kas koHeHTpanus
(ubpHrHOTreHa.

11. ilucceMMHMPOBAHHOE BHYTPHCOCYANCTOE CBEPThIBAHHE.

JlucCEMUHUPOBAHHOE BHYTPUCOCYAUCTOE CBEPTHIBAHUE KPOBH - 3TO
OpUOOPETEHHBIH CHHIPOM, XapaKTepU3YIOLIMICS BHYTPUCOCYAMUCTOM
aKTUBAllMENl CHCTEMbl CBEPTHIBAHHE KPOBH M CKOIUICHHMEM (QuOpuHa B
MUKPOLIMPKYJISITOPHOM pycie. B pesynprare pasBuBaeTcs HIIEMUS U
uHpapkrel opranoB. Ilpu octpom JIBC  cunapome mnotpebieHue
(akTOpOB CBEPTHIBAHHMS M TPOMOOLMTOM B JIU(DPy3HO 0Opazyrommxcs
TpoMOax MOKET BbI3BaThb IEMOPpPArMyecKUil AUaTe3 W KPOBOTEUECHUE.
[TapagokcaibHOE cOoueTaHUE KpPOBOTEYEHUS M TpomOo3a y OOJIBHBIX CO
CHIDKeHHbIM AJ] mpu cemncuce, 370KaYECTBEHHOH OIyxoJju, JH0OO0
aKyIIEpCKOW MAaTOJIOTUH JIOJIKHO HaBOAUTH Ha MbIcib 0 [IBC-cunapowme,
NOATBEPAUTh KOTOPBIM MO3BOJSIET M3YYEHHWE MA3KOB KpPOBH H
IIOKa3aTeJiell CBEPThIBaHUS KPOBHU.

OcTpoe n1ucceMUHMPOBAHHOE BHYTPHCOCYIMCTOE CBEPThIBAHME
KPOBH.

Octpsiit JIBC-cunapom pa3BUBaeTCs MPU SHAOTOKCEMHUH, OOIITUPHOM
MOBPEXKICHUU TKaHEN U MPU OCJIOKHEHUSIX OEpEMEHHOCTH (TOKCEMHUSI,
OTCJIOMKA TUIAIlEHThI, MO0 OKOJOIUIOAHBIMU BosiamK). Kpome Toro,
octpbiit JIBC cuHzipom pa3BUBaThCs y OOIBHBIX C TUMIOTEH3UU U IIIOKOM
pPa3IUYHON MUOJIOTUH, UJT IPUMEP, BO BPEMSI CJIIOKHOTO XUPYPTrUudeCcKOro
BMEIIATEILCTBA, IPU OOIIMPHOM UHCYJIBTE UM MH(PAPKTEe MUOKap/a.

XpoHu4YecKoe JUCCEMUHHPOBAHHOE BHYTPHCOCYAUCTOE
CBEepPTHIBAHNE KPOBH.

Xponuyeckuii J[BC-cuHapOM pa3BUBAETCS IMPU 3JI0KAYECTBEHHUX
HOBOOOPA30BaHUAX , AHEBPU3ME AOPThI 1 OOIIMPHBIX TeMaTOMaX, a TAaKKe
Ha0I01aeTCs IpU BHYTPUYTPOOHOU ru0enu 1aoaa, €Clid BOBPEMS HE
MIPOBENICHO yIaJeHUE TUIOHOTO SHIa. Y OONBHBIX CO 3JI0Ka4Y€CTBEHHBIMU
3a00JIeBAHUYMH OCHOBHUMH (DAKTOpaMU PUCKA SBIISTFOTHCS TTOXKIIION
BO3pacT, My>K CKOM moJ1. [1o3aHss1 cTaaust 3JI0Ka4€CTBEHHOM OMYyXOJIU U
Hekpo3 omyxosn. Yame Bcero JIBC-cunapomM pa3BuBaeTCs pu
aJICHOKapIMHOMAaX JIETKMX, MOJIOYHOM KEJE3bI, MPEACTATEIBHOM XKENE3bI,
000I0YHOM U MPAMON KUIITKHU. BEDKMBaeMOCTh Y TaKUX OOJBHBIX HUXKE,
4yeM y OHKosioruueckux 0onbHbIX 6e3 JIBC-cunapoma.

Hpuunnsr IBC
e ok



Ungpexyuu:

* IpaMOTpHUIIATENIbHAS WU TPAMIIOIOKUTEIbHASI CENTULIEMUS
(oHmoTokcuHbl) @ Bupycsl (Hanpumep, BUpyc DnimreiH-bappa.
uuromeranosupyc. BUY)

*  MwIMapHbIi TyOepkyne3 @ ['pubkoBas nHbEKIUSA

*  mapa3uThl (MaJspUsi, TOKCOIJIA3MO3)

Buiceoboorcoenue mranesvix ghakmopos:

* 3JI0KaueCTBEHHbIE HOBOOOPa30BaHMUs, 0COOEHHO AMCCEMUHUPOBAHHAS

dbopma; OCTPBIA MPOMHUEIIOIUTAPHBIN JICHKO3, CHHAPOM JIM3UCaA OIYXOJIH.

* MATOJOTHMYECKUE COCTOSHUS MPpU OEPEMEHHOCTH — TOKCEMUS,

OTCJIOMKA IUTALlEHTBbI, IMOOIUS OKOJIOIUIOHBIMHU BOJIAMH,

BHYTpHYTpOOHas rudesb 1mioaa

* 0OmUMpHAas TpaBMa WIH XUPYPrUUE€CKOE BMEIIATENICTBO, KUPOBas

SMOOIHUS, 03KOTH

* aHEeBpHU3Ma aopThl, THTAHTCKAas FTEMaHTUOMa

* TpaHC(y3UOHHBIE peaKHH (TEMOJIU3)

* OCTpPO€ OTTOP>KEHUE TPAHCILJIAHTATa

* YKYCBI 3M€EM.

Kaununueckue IPOABJICHUA.

Hnst octporo JBC-cuHIpoMa XapakTepHO KPOBOTECUEHHE, YacTO
COUMTCS KPOBb M3 paHbl WJIM MecTa paspe3a. Hampumep, BHe3amHoe
HAayaJlo KPOBOTEYEHHS U3 paHbl y  OOJBHOTO, IMOJyYaroulero
WHTPAONEPALMOHHOE NIEPEIUBAHUE KPOBH, MOKET YKa3bIBaThb HA OCTPYIO
reMOJIUTUYECKYI0 TpaHchy3noHHY0 peakiuio u JIBC-cunapom.

Jpyrue BapuaHTbl KPOBOTECUEHMS - DKXMMO3BbI, HOCOBBIE
KPOBOTEUEHHsI M  KPOBOTEYEHHE M3  JKEIYyAOYHO-KMUILIEYHOIO U
MOYENoJIOBOro TpakTtoB. Y OonpHbix ¢ JIBC cunapomom mpu
OEpEMEHHOCTM 4YacTo HaOMIJaeTcs MNEPCUCTHPYIOLIEE MaTOYHOE
KPOBOTEUYECHHE.

[Tpu xponuueckom JIBC-cuHapome oObIYHO pa3BUBAETCs TPoMOO3,
KOTOPbIA MOXET NpUHUMAaTh (OpPMY TMOBTOPSIOIIMUXCSA SIU30]10B
TpomOo3a rimybokux BeH aubo TOIJIA. [lpu cencuce yacto pa3BuUBaeTcs
3JI0KQYECTBEHHAas Mypnypa, T.e. TPOMOO3 MUKPOLUUPKYISTOPHOTO pyciia
KOXH U KoHeuHocTel. HemHpeKkIIMoHHbI TPOMOOTHYECKUI SHIOKAPIUT -
IpU3HAK TPOMOOSIMOOIMH TPHU 3JI0KaYeCTBEHHOM 3aboneBanuu. MHorna
octpbiii  JIBC-cuHIpoMm, BHauaje NPOSIBISIONIMIICA KPOBOOTEUYEHUEM,
Tpanchopmupyetrcsi B xponuueckuit JIBC-cunapom c¢ mpeobGiananuem
TpomMOo03a.

IIaTorenes

IIpn MHOTHX COCTOSIHMSX, BbI3bIBatOIMX paszsutue JBC-cunapoma,
C TOBEPXHOCTH MOHOLHUTOB, MAakpo(paroB M 3HIOTEIHAIBHBIX KIETOK
BBICBOOOXIAIOTCA MUKpodacTHllbl, cojepxamue T@. IlociaeacrBuem
ATOr0 aKTUBHOTO BBICBOOOXAEHUSI TD ABIISIETCS] MNHTEHCUBHASI aKTUBAIUS



nporecca CBEPTHIBAHUS KPOBM M 00pa3oBaHHME OOJBIIMX KOJIWYECTB
TpoMOuHa. TpoMOMH CIMOCOOCTBYET aKTHUBAallMM TPOMOOIUTOB, U
TPOMOOIMTAPHBIE CKOIJIEHUS! BBI3BIBAIOT 3aKyNOPKY MHKPOCOCYAMCTOIO
pycia. B pesynbrare notpeOiieHHs TpPOMOOLMTOB  pa3BUBAETCA
TPpOMOOILIMTONIEHUsI, KOTopas siBisgercs TtunuuHou mna JIBC-cunmpoma.
Tpombun aktuBupyeT (aktopsl cBepthiBanus V u VIl u npeppaimaer
¢bubpuHores B GuOPUH, YTO IPUBOIUT K CHIDKCHUIO KOHIICHTPAIIMU dTUX
oenkoB u yBenuueHuro 4dactuuHoro AUTB u IIB, uto Tumuuno s
octporo JIBC-cunmpoma. B pesynpTaTe CBs3bIBaHHS TpOMOMHA C
AHTUTPOMOMHOM M TPOMOOMOJYJIMHOM, KOHIIEHTpaIusi 3TUX OEIKOB B
Ia3Me KpOBH BCKOpe CHUKaercs. Bcernem 3a  CBA3bIBaHHEM €
TPOMOOMOTYJTMHOM TPOMOWH aKTUBUPYET AHTUKOATYJISIHTHBIA MPOTEHH
C, KOJIMYeCTBO KOTOPOrO TAKXE HMCTOLIAETCSA, YTO CIYKUT (PAKTOpOM,
IPeapacnoyiaraloliuM K MHKPOCOCYAUCTOMY TpOoMOO3y. YyacTBys B
OCTpPOM BOCHAJIWTEIBHOW PEaKIUW, NOBBIIIEHHBIM YpoBeHb (C4B-
CBs3bIBatOIIEro Oenka NPUBOAUT K CBA3BIBAHUIO BCe OOJBIIETO
KOJIMYECTBa MPOTEHHA S, KOTOPbIA MEpecTaeT BBINOJHATH (DYHKIIHIO
ko(akTopa antukoaryissHTHoro nporenHa C . TAII BoicBoOOXIaeTcs
SHAOTEIUANTBHBIMU KJIETKaMU U pacluierviser ¢udpun ¢ odpazoBanuem D-
muMmepoB. OpHako B pesynbTaTe BocnaiauTenbHoW peakiuu HMAITI-1
HapacTaeT HenponopiuuoHaibHO ypoBHIO TAII, moxasmsiss GpubpuHOIN3 U
y4acTBYS B Pa3BUTUM TpoMOO3a MEJIKUX U CPEIHUX COCYJIOB.
[TpoxokJIeHnE 3PUTPOLUTOB YEpPE3 YACTHUYHO 3aKYIOPEHHBIE COCYIbl U
akTuBamms MakpodaroB, Kotopas compoBoxnaaer JIBC-cunapowm,
MPUBOJIST K dbparmMeHTanmH SPUTPOLIMTOB u Pa3BUTHIO
MHKPOAHTHONIATUYECKON TeMOJIMTHYECKOM aHemMuu. Kpome Toro,
YBEJIMYEHUE KOHIICHTPAIIMHU MPOBOCIAIUTEIbHBIX [IMTOKUHOB (HarpuMep,
NJI-1 u ®HO a), KoTopble CHUHTE3UPYIOTCS aKTUBHUPOBAHHBIMHU
'MOHOITUTAMHU, OOBSCHSICT HATUYHE JUXOPAIKH, TaXUKAPAUU U JIPYTUX
cuctemMHbIx cumnToMoB JIBC-cunapoma.

[Ipu  xponuueckom JIBC-cuHapoMe  CKOpPOCTb  yBEJIMYEHUS
MPOIYKIIMA HEKOTOPHIX (PAaKTOPOB CBEPTHIBAIOHMS BBINIE, YEM CKOPOCTh
UX MOTPEOJEHUS, YTO MOXET MPUBOJUTH K TMOBBIIICHUIO KOHIIEHTpAIUU
¢bubpunorena u Qaxropa VIIl. Onqnako ypoBeHb TPOMOOIIMTOB OOBIYHO
OocTaeTcsl CHIKEHHBIM. lloBbIIEHHBIE KOHLEHTpanuu (UOpUHOTEHA U
dakropa VIl u mpogomxaromeecss morpediieHre MHTHOUTOPOB (HaKTOPOB
CBEPTHIBAaHUS W KOMIIOHEHTOB CHCTeMbl (puOprHONMM3a (TIa3MUHOTCH U
TAII) u3MeHSIOT TeMOCTa3 B CTOPOHY TPOMOOIIMTO3A.

JAnarnocruka.
Knunnueckue kputepun npu guarnoctuke JIBC-cunapoma:

- KpoBOT€YeHHE, TpomMOO3 JMOO HX COYeTaHWe, MPUBOMAMAIICE K
nporpeccupyromeil AMCHyHKIUN Pa3TuYHbIX OPraHoOB;



-[IaTOJIOTUYECKHE COCTOSIHMSI, NMPHU KOTOPBIX IMPOUCXOIUT ITOBPEKIECHUE
TKaHeH, THOENb KJIETOK MM BRICBOOOKICHIE TKAHEBBIX (PAKTOPOB,;

-CHIKEeHHE yncaa TpomOonuToB U yBennuenue AUTB, 1B u D-numepos.

[Togkomurer mo JIBC-cunapomy MexayHapogHoro OOmiecTBa 110
U3ydeHno TpoMO030B 1 remoctasa [International Society on Thrombosis
and Haemostasis (ISTH) paspabortan OauIbHYIO CHCTEMY IS
muarHoctuku  MaHudectHoro JIBC-cuaapoma. CymiecTByeT japyras
OayibHast cucrtema g omneHku OeccumnromHoro JIBC-cunapoma,
OCHOBaHHAs Ha OINpeJCICHUN KOHIICHTPAIMH aHTUTPOMOWHA U MPOTEHHA
C, a TakKe MOJICKYJIIPHBIX MapKEPOB aKTUBAIIMK CBEPTHIBAHUS KPOBH.

bannvuas cucmema oyenxu manugpecmnozo /[BC-cunopoma,
paspabomannas MescoyHapoOoHbIM 00Uecm8om no U3y4eHUuo mpomoosa
u eemocmasa

JlaGopaTopHsble Pe3yabTaTsl Banabl
noKa3aTeJiu
Yucno tpomboruros | >100000 0
(B MKII) <100 000 1
< 50000 2
[ToBbImIeHUE OTtcyTcTBYyET 0
(GakTOpoB, CBS3aHHBIX | YMEPEHHO IOBBIINICH | 2
C NpOayKIel | 3HAYUTEITHLHO 3
¢ubpuna  (D-gumep. | nOBBINIEH
[11D)
VYeennueno 1B (B cek, <3 0
BBIIIIE BepxHel | 3-<6 1
TPaHMIIBl HOPMBI) > 6 3
dubpUHOTEH >1r/mn 0
<Ir/mn 1

Obwee xonuwecmeo b6annos: > 5 oznavaem manugpecmmuoiil /[BC-
cuHopom. < 5 oznauaem beccumnmomuwiii [{BC-cunopom.

Y 6onvubix ¢ ponoswvim 3ab6onesarnuem, cnocoouwvim evizeams /[BC-
CUHOPOM.

1IJID - npooyxkmwi decpadayuu pudbpuHa.




KiiroueBble MOMEHTHI — TUCCEMUHHUPOBAHHOE BHYTPHCOCYIMCTOE
CBepThIBAHNE KPOBH.

e JlnuTenbHOE KPOBOTEYEHHME B MECTE€ BEHEMYHKIIMU Yy OOJIbHBIX C
CEIICUCOM WJIM MAacCHBHOE KPOBOTEUYEHHE M3 TOJIOBBIX MYyTEH Yy
OepeMeHHBIX MOTYT yKa3biBaTh Ha JIBC-cunapom.

*  Yucno OamnoB npu [ABC-cungpome >5 o3HayaeT MaHU(ECTHBIN
JABC-cunapom.

* TunodpuGpuHoreHemus oOBIYHO yKa3biBaeT Ha octpeii JIBC-
CUHAPOM. HO ypoBeHb (puOpuHoreHa npu xponudeckom [IBC-cHHapome
4acTO OCTa€TCd HOPMaJbHBIM WJIM TIOBBIIMIEHHBIM, WU HE SBISETCA
HAJICKHBIM MapKEpOM JJAHHOT'O COCTOSIHHUSI.

. Jleuenue HamnpaBlieHO Ha ycTpaHeHue npuunnbl [IBC-cunnpoma;
KPOBOTEYEHHUE OCTAHABIMBAETCS IIyTEM NIEPEIUBAHUS KPUOTIPEIUIIATATA
U TPOMOOIIMTAPHON MACCHI.

12. AHTUKOAT'YJSAHTBI U AHTUTPOMBOTUYECKUE
INPEITAPATDBI

KpoBoTeuenne MoxkeT OBITb pe3yJabTaToM JIMOO CHOHTaHHOU
aKTUBALIMM AHTHKOAryJISTHTHOM cHCTeMbl (4acTo B BHJIe 0OOpa3oBaHUs
aHTUTEJ] MPOTUB OJHOTO U3 (HaKTOPOB CBEPTHIBaHUsA), MO0, ropasio
yaie, B pe3yJjbTaTe MpueMa aHTHKOAryJsSSHTOB M aHTUTPOMOOTHYECKUX
IIpenaparos.

ITaTonornyeckue AaHTUKOATYJISIHTBI.

CymiecTByeT J1Ba OCHOBHBIX BH/1a MMATOJIOTUYECKUX AHTUKOATYJISTHTOB
(Ha3BaHHBIX TaK MOTOMY, YTO OHH YJUIMHSIOT BPEMS CBEPTHIBAHUS KPOBU
in vitro):

1) HampaBJIEeHHBIE TPOTUB KAKOT0-TMO0 (PaKkTOpa CBEPThIBAHUS;

2) HampaBlICHHbIE MPOTHUB OEJIKOB, HAXOJAUIMXCS B KOMIUIEKCE C
dbochomunuaamu.

[lepBble OTBEUAIOT 32 Pa3BUTHE KPOBOTEUECHHUS], BTOPHIE - 32 Pa3BUTHE
TpomOo3a. [louTn Bce 3TH AHTUKOATYJSIHTBI SIBJISIIOTCS aHTUTENIaMH, U
CUMTAETCS], YTO OOJBIIMHCTBO U3 HUX UMEET AyTOUMMYHHYIO IPUPOY.

AHTHTEIA K OT/1eJIbHbIM pakTopam CBEepPTHIBAHUS
(mpuoOperennas  remopuiausi).  CaMblii  YacTbli  CIIOHTAHHO
oOpa3yronuica aHTUKOAryJIstHT — 3TO aHTHUTeNla MpOTUB (akTopa

ceepthiBanus VI, XoTs 3TO cocTOsIHME BOZHUKAET OTHOCUTEIBHO PEJIKO
(mpumepHoO 1 ciaydaii Ha 1 MJIH HaceleHus).

Kimnuveckue nposiBjieHusl.

BonbHble, Kak MpaBUIO, MOXKWUJIOTO BO3pacTa, 4YacTo HMEETCs
3JI0OKAY€CTBEHHOE WJIM ayTOMMMYHHOE 3a0ojieBaHUE (Hampumep, acTMa,
pPEBMATOUIHBIN apTpuT), HO B 50% cityuaeB 3a00jieBaHUE HE BBISBIISACTCS



OpyU MEPBOM OOHApYXEHUM HTOro HMHruOuTopa B KpoBH. HM3penka
aHTHUTEJNIAa MOSABJIAIOTCS BO BPEMs WIM MOCJIE HOPMAJIBHO NPOTEKAroUIen
oepeMeHHocTH. OHM TOMANalOT B MOJE€ 3pEHUs Bpadyeil Mo MpPUUYUHE
MMEIOILIET0Cs] KPOBOTEUEHUS U3 KOXKHM MJIM MBIIILBI [TOCJIE€ OTHOCUTEIBHO
HeOonb1Ioi TpaBMbl, KpoBoTeueHus u3 JXKT wnu MouenosnoBwix myTeH,
A100 MPOUCXOTUT CKpBITas MOTEpsl KPOBH, MPUBOJALIAS K PAa3BUTHIO
BBIPAKEHHON aHEMUMU.

JAnarmocruka.

O naHHOM JMarHose cieayeT MoaAyMaTh, KOI/la y IMOXKHIIOro 00Jib-
HOT'O, MEPEHECLIEro MpeabIAylee XUPYpPrudeckoe BMEIIATENbCTBO WIIN
TpaBMy 0€3 KPOBOTEUEHHUS, HAUMHAETCSI BHE3AITHOE KPOBOTECUEHHE.

AUTB yBennueno, Ho [IB B HOpMe, 4TO yKa3bIBaeT Ha BO3MOKHOE
cHmkenre aktuBHoctu (aktopoB VI, IX ummm Xl. JlononHutenbHble
UCCJIEIOBaHMs MO3BOJISIOT BBISIBUTH CHM)KEHHE KOHLEHTpauuu (paxTopa
VIIl; mpu noGaBieHnn K mia3mMe OOJIBHOIO HOPMAajbHOM IJIa3Mbl C
noclienyrouieil uukyoanueit He npoucxoaut koppekuu AUTB u ypoBHs
dakropa VIII. KonndectBeHHslii ananu3 - meton berecna moka3biBaeT
TUTP (TIOTEHIMIO) aHTUKOATYJISTHTA.

Jleuenue HaNpaBIICHO HA OCTAaHOBKY KPOBOTEUEHUS U IOJABICHUE
obOpa3oBaHust aHTUTEN. (OCTaHOBUTH KpPOBOTEUEHHUE YIAeTCs IyTeM
BBEJICHUSI PCKOMOMHAHTHOTO YeJI0BeuecKoro ¢aktopa cBepThiBanus Vila
a100 KOHIIEHTpaTa AaKTUBHPOBAHHOTO MPOTPOMOMHOBOTO KOMILIEKCA;
dakrop VIl »>ddexTtuBeH TONMBKO y OOJBHBIX C OYEHb HHU3KUM
COJIEp’)KaHUEM HMHTUOUTOPOB, KOTOPOE U3MEPSIOT, YTOOBI yOETUTHCS, YTO
JIOCTUTHYT HEOOXO0 MBI ypoBeHb daktopa VIII.

AHTHTEJIA K AaHTHUKOATYJIATHTaM, NOSIBJISIIOIIMECS P APYrux 3aboJie-
BaHHUSAX.

Ha ¢oHe 370Ka4eCTBEHHBIX 3a00JICBaHUN - MHEIOMBI, MaKpOTJIOOy-

JUHEMUH, JIUMPOM € JIPYroil OHKOJOTHMYECKOW IaTOJIOTHH - MOTYT

MOSIBJISATHCS MHTHOMTOPBI PA3TUIHBIX (PaKTOPOB CBEPTHIBAHMSI.

OTH WHTHOUTOPHI TPENCTABIAIOT C€O000W 10O aHTuTena, JHrbdo
napanpoTEeUuHbl. KOTOpbIE TMOAABISIOT (PYHKIIMIO OJHOTO WiIM Oojee
O€JIKOB, YYaCTBYIOIIMX B TEMOCTA3E.

Hampumep, Oenku MHETOMBI MOTYT HM3MEHSATH CHOCOOHOCTH
MOHOMEpOB (puOprHa K TOJUMEpHU3ANHH, JIMOO CIOCOOHOCTH (hakTOpa
Xl CBS3BIBATHCS € OOpasymmmmucs  nemsmu  GubpuHA.
NMMyHOTTIOOYIMHBI MOTYT MPEMSTCTBOBATh OOPa30BaHUIO MYJIbTHUMEPOB
B mporecce cuHTeza ODB, Hapymias ero crnocoOHOCTh MOJIEPKUBATH
aAre3Wi0 W arperamuio TPOMOOIMTOB. benkn ammimonaa MoOryT
abcopOupoBath ¢pakTop X, 4TO MPUBOAUT K Pa3BUTHIO KPOBOTOUHMBOCTH.
Jleuenne HampaBlIeHO Ha YycTpaHeHHEe (OHOBOTO 3a00NieBaHUs, HO
HEKOTOPBIC U3 TaKUX OCIKOB MOXHO YJAJIUTh U3 IUPKYIUPYIOLIEH KPOBH
C TIOMOIIBIO TuTa3Madepe3a Wi CHU3UTh WX OOpa30BaHHE C IOMOIIBIO
xumuoTepanuu. KpoBoreueHne MOKHO KOHTPOIUPOBATH MMYyTEM BBEICHUS



HEOOXOAUMBIX  (D)AaKTOPOB  CBEPTHIBAHMA JMOO  PEKOMOMHAHTHOTO
yesoBeueckoro (akropa ceepreiBanus VIla.

AHTHdOChOTMIIMIHBIC AHTHTEJIA.

Antudochonunuanble  aHTUTENA (T. e.  BOJYaHOYHBIN
AHTUKOATYJITHT M aHTUTENa K KapIUOJIUIHMHY) TMPEACTaBISIOT COO00M
ayTOAHTHUTENA, KOTOpPbIE HMHTUOUPYIOT pa3juvHble E€CTECTBEHHBIC WU
HCKYCCTBEHHO CHUHTE3UpOBaHHBIE (PochOoIunuaHO-0eIKOBbIE KOMIIEKCHI.
Takue xomImIekchl 00pa3yroTces Impolecce dkcnpeccuu GocoaUnuIoB, B
ocobeHHocTH  ochaTuaniicepuHa, Ha MeMOpaHe KIETKH. OTH
dochonaunuipl HeMeJIeHHO 00pa3yIOT KOMIUIEKC ¢ OeIKaMH, TAKUMH Kak
B2-rnukornporenn-1, aHHEKCUHBI, NPOTPOMOMH M Jpyrue (HaKTOpsl
CBEpThbIBaHMS. AHTHUTENa, OO0pa3yloIluecss MNPOTUB 3TUX KOMIUIEKCOB,
MOTYT MOBPEXJaTh TKaHU, B KOTOPbIX HaXoasaTcs (pochoaunua-0enkoBbie
KOMIUJIEKCHI; HAlpuUMeEp, TMOBPEXKACHHE TPOMOOLMTOB MPUBOIUT K
Pa3BUTHIO TPOMOOLIUTONEHUH, MOBPEXKICHUE HEPBHOW TKAHU BbI3BIBAET
MO3rOBYIO JUCQYHKIHUIO, MOBPEKJCHUE IUIALICHTHl CIYXUT HPUUYUHON
BHYTpUYTpPOOHOU THOENu 11012, MOBPEKIECHUE YHAOTETHAIBHBIX KIETOK
OPUBOAUT K Pa3BUTHIO TpoMOo3a. Pa3zpaboranbl pasziuyHbie CIOCOOBI
7a0b0paTOpHON  JTMarHOCTHKKA  CIHOCOOHOCTH  aHTUTEN  MOJABISATH
MEXaHU3Mbl ~ CBEpTHIBaHHMS (Kak B  CclIydyae C  BOJYAaHOUYHBIM
AHTUKOATYJITHTOM), CBSI3BIBaTbCcsl ¢ (hochonmumumamu  (Hampumep,
KapUOJUIIMHOM) WM  CHUHTeTWYeCKMMH  dochomumumamMu B
reKcaroHaJibHOW (¢aze (kak B mnpu 0oOpa30oBaHMM AHTUTEN K
KapJUOJIMIIMHY). BoOIYaHOUHBIA AHTUKOAryJssHT - 3TO aAHTHUTEJNO,
oOHapyxuBaemMoe Mo ero cnocoOHoctu ymenuuuBath AUTB. Baxno
OTMETUTb, YTO XOTSI 3TU AHTUTEJA MOTYT CTAHOBUTHCSI AHTUKOATyJISTHTAMU
IN Vitro, oHu 0OBIYHO BBI3BIBAIOT TPOMOO3 IN VIVO.

JluarHocTHUKAa M JiedyeHWe. BoJYaHOYHBIA  AHTUTOATYJISHT
BBISIBJISIETCS C TOMOINBIO HCCIEIOBAHUNA C HCIOJb30BAHUEM HHM3KHUX
KOHIIEHTpaIuii GocoaumnuaoB, Harpumep, mpoda ¢ pa3BeACHHBIM S10M
rantokn  Paccena wiam  WMHrUOMpOBaHHME PAa3BEIEHHOTO TKAaHEBOTO
TpoMOoIUTaCTHHA. AHTUTENA K KapJAUOJIUIIMHY OMPEACISIOT C MOMOIIBIO
TBepA0(Pa3HOTO WMMYHODEPMEHTHOTO aHaIM3a, CHEMUPUIHOTO IS
AHTUKAPANOIUNIMHOBEIX aHTUTen kiacca 1gG um IgM. OTtm anturtena
BBI3BIBAIOT PA3BUTHE APTEPUAIBHOIO M BEHO3HOI'O TPOMOO3a, HEPBHO-
MICUXWYECKUE HAPYIICHUS, IPUBBIYHOE HEBBIHAIIMBAHUE OEPEMEHHOCTH,
TpoMOO03 KJIAlMaHOB CEPJIa U CETYATOE JIUBEAO (TPOMOBI B COCYIaX KOXKH).
Yacrota penuauBa TpOMOO30B  BBICOKAs, HEPEIKO  BO3HUKAET
HEOOXOJMMOCTh JJINTEIbBHOM aHTUOMOTUKOTEpanuu. Y OOJBHBIX C
pPa3NMYHBIMM  3JIOKAYECTBEHHBIMU  3a00JICBAHUSIMHU,  HMH(PEKUUAMHU
(cupunuc, BUY) u npu npuemMe HEKOTOPHIX JIEKAPCTBEHHBIX MPENapaToB
TaK)K€ BBISBISIIOTCS BTOpUYHBIE aHTUTeNa K (ochonunuaam. OgHAKO
4acToTa TPOMOO30B B 3TOM CIIydae 3HAYUTENIbHO HMXKE, YeM Y JIUI C



MEePBUIHBIMHA aHTU(POCHOTUTTHIHBIMYI AHTUTEIIAMHU.

N3penka y OOJBHBIX ¢ CHCTEMHOW KPAacCHOW BOJYAHKOW 0Opa3yroTCs
aHTUTENIa TIPOTHB OTICHBHBIX (AKTOPOB CBEPTHIBAHUS, HAIPUMED
daktopa VIII u TpomOuna. B Takux 0OCTOSITENHCTBAX OCHOBHBIM
KJIMHUYECKUM TMPOSIBICHUEM SIBJISIETCS KPOBOTEUCHHE, a HE TPOMOO3.

13 BEPEMEHHOCTD.

Bo BpeMs HOpMabHO MpOTEKaroleld 0EpeMEeHHOCTH B TeMOCTa3e II,
CXOJIUT Psii UBMEHEHUW B CTOPOHY MOBBIIIEHUS CBEPTHIBAEMOCTH, MPEIAT
OYIOIUX HM30BITOUHOMY KPOBOTEYEHUIO BO BpeMsi poaoB. OIHako B
pe3yabTare Takoro H3MEHEHMs OajaHca 3HAYUTENIBHO YBEIUYUBAETCS
puck TpoM6o03a. [Ipn HOpManbHO MpoTeKaromEe 0epeMEHHOCTH YacTOTa
BEHO3HOM TpOMOOSMOOJIMM BO3pacTaeT MPUMEPHO B YETHIpE pasa,
JOCTUrasi MaKCUMyMa B MIOCIEPOIOBOM MEPUOJE.

Konuenrpanuss B mnazme daktopoB cBepthiBanus VI, VI u X,
ODB u pubpuHOreHa HaUMHAET YBEITUYUBATHCSA B IEPBOM TPUMECTPE U K
KoHIly OepeMeHHOoCcTH Bo3pactaeT Ha 50-100%. ®ubpunonus
3HAYUTEIBHO CHH)KAETCSA, HE TOJBKO B pE3yJIbTaTe YBEIUYCHUS
KOHIIEHTpAI[M UHTMOUTOpa aKTUBATOpa TIa3MUHOTEHA THMa 1, HO TakkKe
3a CYeT WHTUOMTOpa AaKTUBATOpa TIUIA3MHUHOTEHAa THUMA 2, KOTOpbIE
CEKpEeTUpPYETCA yBEIWYMBAIONIEHCS B 0ObeMe IJIALEHTOW IO Mepe
pasButHsi OepemeHHocTH. Kpome TOro, KOHIEHTpAIM CBOOOHOTO
nporenHa S (Ho He mnpotemHa C) mamaer, gocturas 50% oT ero
KOJM4YecTBa J0 OEpeMEHHOCTH, YTO B CBOIO OYEpEb CHUXKAET
AHTUKOATYJISTHTHYIO aKTUBHOCTh CHCTEMBI TPOTenHOB C 1 S.

Bo BpeMst GepeMeHHOCTH YUCI0 TPOMOOIMTOB CcHIkaeTcs Ha 10%,
YaCTUYHO B pPe3ysIbTaTe yBEIUYEHUS 00BheMa I1a3Mbl KPOBHU.

Tpomboyumonenus npu bepemeHHocmu

XOTs pu HOPMAJILHOM TEUEHUH OEPEMEHHOCTH YUCIIO0 TPOMOOIIUTOB
CHI)KAETCsl, OOBIYHO OHO OCTAETCs BBIIIEC HIDKHEH rpaHuIisl HOpMbI (150 x
10°%/1). OnHako mpuMepHO Y 10% 310pOBBIX GEPEMEHHBIX IKEHIIMH YHCIIO
TpoMGommToB cHmKaercss 1o 100-150 x  10%n 6Ges mHapymenus
CBEpTBhIBaHMS KPOBU JIMOO MPHU3HAKOB Apyroro 3adosieBaHusd. [Ipuumna
ATOW TECTAIlMOHHOW, WA <«JI0OPOKAYEeCTBEHHOW», TPOMOOIUTONICHUU
HEU3BECTHA W HE UWMEET KIMHUYECKHX TOCHEACTBUU. Y JETEH,
POXKJIEHHBIX OT MaTepell C 3TUM HaApYIICHHEM, YHCIO TPOMOOILIMTOB B
HOpME. DTO abCOJIOTHO JOOPOKAYECTBEHHOE COCTOSIHUE, U HCKYCCTBO
Bpaya 3aKJIl04yaeTcs B TOM, YTOOBl UCKIIOYUTh JAPYrue MNPUUYUHBI
TPOMOOIIMTONICHUN U TIOCTaBUTh MPaBUJIBHBIA JHUarHo3. PekomeHmyercs
KOHTPOJUPOBATh YUCIO TPOMOOIMTOB, MOCKOJBKY MpPH IMAJCHUU HUKE
100 x 10°™ JIMarHo3 He0OXO0IMMO TTePECMOTPETb.



IlepBuyHasi HUMMYHHasi TPOMOOIUTONEHUSI.

[lepBuunass WMMyHHasi TPOMOOIMTONEHUS (paHee HOCHUBIIAA
Ha3BaHUE «UJIMOTATUYECKAs TPOMOOIMTONIEHUYECKass MypHypa») -
OTHOCHUTEJIbHO YacTas MPUYMHA M30JMPOBAHHON TPOMOOLUTONECHUU B
pe3yJibTaTe HAJIMYUsl aHTUTPOMOOIIMTAPHBIX AHTUTEN B IUIa3ME€ KPOBH.
JlnarHo3 OOBIYHO CTABUTCS TIOCNIE HCKIIOUEHUS JIPYTUX MPUYUH
TpomOorutoniennun (Hanpumep, JIBC). VYxe umeromasics mnepBUyHas
UMMYyHHasi TPOMOOLMTONEHUS BO BpeMs OEPEMEHHOCTH  MOXKET
YCWJIMBATBCS - YUCIIO TPOMOOILIUTOB CHIXKAETCS IO YPOBHSI, TP KOTOPOM
MOXXET TMOTpeboBaThcs chenuaibHoe Jedenne. Kpome Toro, 310
COCTOSIHUE MOXKET BIIEPBBIC TMOSBISATHCA BO BpeMs OCpPEMEHHOCTH -
0GHAPY)KUBACTCS CHIDKCHHE TPOMOOIMTOB 10 ypoBHS Menee 100 /10 *
Ipu ITUIAHOBOM  aHAjdu3€ KpOBHU, JIMOO TOSBIISIIOTCS  CUMIITOMBI
MOBBIIIIEHHON KPOBOTOYMBOCTHU, KOTOPHIE OOBIUHO XapaKTEPHBI TOJBKO
MpU  CHIDKCHWM 4mcia Tpombormros memee 20 x 10%1. Kak n y
HEOEpEMEHHBIX OOJIbHBIX, BAXHO HCKJIIOYUTh JIPyTHE MPUUYUHBI
TPOMOOIIMTONICHUH, B YAaCTHOCTH, YJIOCTOBEPHUTHCS, UYTO y OOJBHOTO
OTCYTCTBYET MEPBUYHAS MATOJOTHS KOCTHOTO MoO3ra (Hampumep, OCTpbId
JICHKO3).

Ecau uucno tpomGouuToB okasbiBaeTcs MeHee 30 x 109/J1, cleayer
Ha3HAYUTh MPEIHU30H (MpeaHn3oiioH) B go3e 0,5-1,0 MI/Kr B CyTKH M
HAOJIOMaTh 3a peakiueld 00JbHOr0. MOXKeT MOHAJO00UThCS YBEITUYCHUE
7036l WM Ha3HAYCHHE MMMYHOTJIOOYJIHWHA i B/B BBeneHus B mose 0,4
I/KT B CyTKH B TeueHHUE 5 AHeil mmbo 1 T/Kr B CyTKH B TEUYCHHE 2 JTHEH,
qTOGBI TOIEPKATH YHCIO TPOMOOLIHTOB Biie 30 X 10°%/1.

AHTUTPOMOOIIUTAPHBIE AHTUTENA, OTBETCTBEHHBIE 3a pa3BUTHUE
NEePBUYHON MMMYHHOM TPOMOOIIMTONEHUU, CTIIOCOOHBI MPOHUKATH Yepe3
MJIAIEHTY, MTOATOMY HEOOXOJUMO OMpPEACSITh KOJIUYECTBO TPOMOOIIUTOB
B IYIIOBUHHOW KPOBU y BCEX JETEH, POXKIECHHBIX OT MaTepeil c 3Toi
naronoruei. Yactora TpPOMOOIUTONEHUH Y HOBOPOXKIACHHBIX MPH
poxaeHun coctapiser 10-50%; 0ObIYHO OHA JIETKOM CTENEHHU, XOTSI YHCIIO
TPOMOOITUTOB MOKET MPOJIOKATh CHIKATHCS B TIEpBbIE THU *Ku3HU. [1o
ATOM MNPUYMHE PEKOMEHAYETCS MNPOBOJUTH IMOBTOPHOE OMPEIEIICHHE
yyciia TPOMOOIIMTOB dYepe3 HECKOJIbKO JHEH Tocie POXKICHUS.
[Ipenckazath 10 POJOB UYHCIO TPOMOOIIMTOB B TYINOBHHHOW KpPOBU
HEBO3MOKHO. PHCK pa3BUTHS KPOBOTEUYEHHUS Yy ILJI0JA BO BpPEMs POJIOB
KpaiiHe Mall, Jaxe MPU TSKEIOM TPOMOOUUTONECHUH, TOITOMY HE MMEET
CMBbICJIa OMPENENATh YKUCIO TPOMOOIMTOB B KPOBU Yy IUJIOJA /10 WU BO
BpeMsi poioB. bosee Toro, kecapeBo ceueHue He 00ECIEeUYUBAET OOJIBIIIYIO
3alIUTY  HOBOPOXKJCHHOTO, YE€M HEOCIOXHEHHbIE pOABl  uepes
€CTECTBEHHBbIE pOAOBBIE MyTH. OJHAKO clieqyeT H30eraTh HaJ0XXEHUs
aKyIIepCKUX LIUIIOB.



AJNJIOMMMYHHAsl TPOMOOIUTONEHUS HOBOPOK/ICHHBIX.

AJUIONMMYHHAs TPOMOOLIMTONCHHUSI HOBOPOKIECHHBIX - HEYaCTOe
COCTOSIHME, IpH  KOTOPOM B  pE3yJIbTaT€  HE3HAYUTEIBbHOIO
(heToMaTepUHCKOr0 KPOBOTEUYEHHUS MPOUCXOJIUT HMMMYHHU3AIUS MaTepu.
TpoMOoMTapHbIN AaHTUI€H, NPUCYTCTBYIOLIMN HAa TPOMOOLUTAX IJI01a U
oTuna (HO HE Marepu), CTUMYJIUpyeT oOpa3oBaHHE CHEHUPUISCKUX
AHTUTPOMOOIIMTAPHBIX AaHTUTE].

B pesynprare = NpPOHUKHOBEHUS ~ 4Ye€pe3  IUIALIGHTY  O3THU
aHTUTPOMOOIIMTAPHBIE HMMMYHOIJIOOYNIMHBI Kiacca G pearupyor c
TPOMOOLIUTAMHU TUIOAA U BBI3BIBAIOT TSDKEIYI0 TPOMOOIMTOIECHUIO.
ANIOMMMYHHAsE TPOMOOIIMTOIICGHUS HOBOPOXKJICHHBIX  IPEICTABIISICT
co00il  TPOMOOIMTApHBIA  SKBUBAJIEHT T'E€MOJUTUYECKONW  OO0JIe3HU
HOBOPOXJIECHHBIX 10 pe3yc-hakTtopy. OHa OOBIYHO pa3BHUBAETC Yy
Marepel, y KOTOPBIX OTCYTCTBYET aHTHUT'€H TPOMOOILIMTOB yeioBeka-l1A
(HPA-1A, human platelet antigen), o6Hapy>xuBaembIii y 97% HaceneHus
36MHOr0 IlIapa — MpU yciaoBUM 4YTOo 1uion siBiagerca HPA-1A-
MOJIOKUTEIIbHBIM. 910 COCTOSIHUE 4acTo COIIPOBOXKIAETCS
BHYTPUUEPENTHBIM KPOBOM3JIUSHUEM Y IUI0JAa BO BHYTPUYTPOOHOM
MEPUOJE WIH BO BPEMS POJIOB.

[Tpu nocneayromux 6epeMeHHOCTIX CIAEAYET ONpPENeIuTh, SIBIsSETCA
oy ortel] rerepo3uroTHeiM HocutesieM HPA-1A, u ecnu 1a, TO BO3MOXKHO
7, 9TO y TI/. Ja TIpU cieayromed 0epeMeHHOCTH OyJeT MMEThCS 3TOT
antureH. Eciu ectb BepoSATHOCTH TOro, uyro mion Oyner HPA-1A-
MOJIOKUTEIIbHBIM, BO3HUKAET pHUCK pennnBa. Bo3sMoxHbIE
TEpaANeBTUYECKUE BMEIIATEIbCTBA — BHYTPUMATOYHBIE NEPEITUBAHUS
HPA-1A-otpunareiabHbiX TPOMOOIIMTOB MaTEePH.

Boi3BaHHasi 0epeMEHHOCTHIO THIIEPTEH3UA.

Boi3BaHHass OEpEeMEHHOCTBIO THUIIEPTEH3Us, KOTOpas 4Yalle BCEro
BCTpEUAETCS y  MEPBOPOASIINX, XAPAKTEPU3YETCS  IOBBILIEHHUEM
JABJICHUS, MpOTenHypued u orekamu. Cpeaum Apyrux CUMITOMOB —
aKTUBAIlUSI CHUCTEMBbl CBEpPTHIBAHHS KpPOBU U  TPOMOOITUTOTICHUS,
BO3MO>KHO, pPa3BUBAIOMIAsICA BTOPUYHO B PE3YyJbTAaTE€ IMOBPEKICHUS
snutenus. [Ipoucxoaut ornoxxkenne puOprHA B MIIANEHTE; caMas TsKesas
dopma atoro cocrosHus - JIBC -mpuBOAMT K pPa3BHUTHIO
TrE€HEPATM30BAHHON KOAryJIonaTUu NOTPEOJICHHUS.

[Tociie poOB CHMITOMBI BBI3BAHHOW OEpPEMEHHOCTBIO TMIIEPTEH3UU
ObicTpo wmcuezaroT. Takum oOpa3om, ecim Ha TO3THUX CPOKax
OCpEeMEHHOCTH COCTOSIHME TAIMEHTKH TOKEIoe W HaOmrogaeTcs
PE3UCTEHTHOCTh K MEAMKaMEHTO3HOMY JIEYEHUIO, II€JecO00pa3HO
WUCKYCCTBEHHOE BbI3bIBaHME poJoB. Ecmm [IBC-cunapom Tsxkenou
CTeNeHU W ypoBeHb (UOpUHOreHa cocraBisieT MeHee | T1/i1, a 4Mcio
TpoMGommToB Hike 50 x 10°/1, MOXKET BOSHHKHYTh HEOOXOAMMOCTH
NepEeIMBaHNs KOMIIOHEHTOB KPOBH .



HELLP-cunopom BcTpeuaercs B HEOOIBIIOM NPOLIEHTE CIIy4YaeB BbI-
3BaHHON OEPEMEHHOCTBHIO THMEPTEH3UHU U XapaKTEPHU3YETCS TeMOJIU30M,
MOBBIIIICHHEM KOHIICHTPAIIMM TEYEHOYHBIX ()EPMEHTOB U CHUKCHHEM
qrcia TpoMOOmMTOB. ['eMonn3 OOBIYHO JIETKOM CTENmeHW, HO B Ma3Kax
KPOBH OOHApYy>KMBAIOTCS CErMEHTUPOBAHHBIE OJPUTPOIMTHI, a TaKKe
noBblmeH ypoBeHb JIJII' CHIBOPOTKM M MEYEHOYHBIX (EepMEHTOB (B
YaCTHOCTH, aJTaHHHAMHHOTpaHC(epasbl).

JlucceMMHUPOBAaHHOE BHYTPUCOCYINCTOE CBEPTHIBAHUE KPOBU

Kaununyeckue MPOSABJICHUSA. Bcnencrsue aKTUBallUU
CBEpPTHIBAIOIICH CUCTEMBI KPOBU MPU OEPEMEHHOCTH MOPOT JAJISl pa3BUTHUSA
JABC-cunnpoma cHmxkaetrcsi. (CoOCTOSIHUSI, BbI3BIBAIOIIME  PA3BUTHE
Koaryjonatuu notpednenus.  Knunuueckue xapakrepuctuku JBC-
CUHApPOMA CJIEIYIOLIHE:

— HaJM4Ke MyCKOBOro (pakTopa, B YaCTHOCTHU OTCIOMKH IUIALEHTHI N
AMOOJIUU OKOJIOTUIOJHBIMH BOJIAMU;

— reMOpparuyeckre 1 CepAeyHO-COCYIUCThIE OCIOKHEHN (HallpuMeD,
HKXUMO3bI, FTEMaTypHsl U IIOK);

— TPOMOOTHYECKUE OCIOKHEHHS CO CTOPOHBI TOJIOBHOT'O MO3Ta, MOYEK U
JIETKUX.

Hpuuunsel IBC Bo Bpemsi 0epeMEeHHOCTH:

* Orclolika IIaleHThI

* Ilpesxnamncus u HELLP-cunapom y GepemenHoi

* MaccuBHOE KPOBOTEUECHUE

* Cenruueckuii abOpT, NCKYCCTBEHHOE MTPEPHIBAHNE OEPEMEHHOCTH

*  BHyTpuytpoOHas rubens miuonaa

*  DOMO01Hs OKOJIOTUIOAHBIMH BOJIAMU

Octpas xupoBasi AucTpousi 6epeMeHHbIX

JAnarmocruka.

JIMarHOCTUYECKMM TIOKa3aTelieM CIYXUT ypOBEHb (uOpHUHOTeHa
HWKE HOPMBI JJIsl JIaHHOTO Cpoka OepeMeHHocTH. Bo  Bpems
OepeMEHHOCTH KOHIIEHTpalus (pUOpHHOTeHa MOCTENEHHO IOBBIIIACTCS,
JOoCTHTass K MOMEHTY pojioB 4-6 r/m. Takum oOpa3om, €ciau ypOBEHb
¢ubpuHoreHa y OepeMEHHOM HaXOAWTCS B Mpeaeiax HOPMBI IS
B3pOCIIOro B OTCyTcTBUE OepemenHoctu (1,5-4,0 /i), 3TO 03HaAYaeT ero
CHI)KeHHe. B 3ToM cnydyae y OepeMeHHbIX OOBIYHO HaOII0AaeTCs
TpoMmOonuTonenus ¢ ygennuenueM AYTB u I1B.

I'emodunusa. Ecou u3BecTHO WM MoJI03peBaeTcs, 4To OepeMeHHas
KEHIIMHA MOXET OBITh HOCHUTEJIEM TI€Ha, OTBEYAIOIIEro 3a pPa3BUTHE
BPOXKJIEHHOM  KoaryjonaTud, Hampumep, reModuianu, TpeOyercs
KOHCYJIbTAIIMSI TeMaToJiora, 0ociieJoBaHne U HabJt0IeHne OEPEeMEHHON ¢
y4acTHUEM Pa3HbIX CHEIHUAIMUCTOB. Y TaKUX MaTepeil MOKeT ObITh CHUXKEH
YPOBEHb TOTO WUJIM MHOTO (haKTOpa CBEPTHIBAHUS, U KOATYJIOMATUS MOXKET
CTaTb INPUYMHOM TSKEIOro IOCJIEPOJAOBOIO KpOBOTEUEHHs. Takas
CUTyalMs HauOoJjiee XapakTepHa JUisl TsDKeNoW reMo(uiauu, Koraa



koHneHtpamus ¢akropa VIII B kpoBu marepu cocrapnsier meHee 50%. Bo
BpeMsi OepemeHHOocTH YpoBeHb (aktopa VIII o0bryHO BO3pacraer,
JOCTUTasi HOpMbl. HO He0OXoauMoO BpaueOHoe HaOmoaeHue. [lon mmoaa
MO>KHO TOYHO YCTaHOBHUTH NOcJie 9-i1 Heien BHYTPUYTPOOHOTO pa3BUTHS
C MOMOILBIO Y-CIIeUPUIECKUX MAPKEPOB, KOTOPbIE MO3BOJISIIOT BHIABUTh
dbparMeHTBl Y-XpOMOCOMBI IIJI0JIa B IIUPKYJIATOPHOM pYCIE MaTepHu.
AHTeHaTanpHas JUAarHOCTHKAa MOXET TMPOBOAUTHCS MyTeM OHOICUU
BOPCHMH XopuoHa Ha 11-ii Hemere BHYTPUYTPOOHOTO pa3BUTHS
UCIIOJIb30BAHUEM TE€HETHUYECKHUX METOJOB BBISBICHUS TeMOPWINH Y
wioga. Eciu Math jkemaeT coXpaHUTh OCPEeMEHHOCTb MPU HATUYUH Y
wioga remopwimn (MO0 ecnmu TeMOoMWIBHBIA CTaTyc IUIoJa HE
OIpe/esieH), M0 TOCIEAHUM JAHHBIM KECapeBO CEYEHHE MOKET OBbITh
Oe3omacHee, 4eM POJIbl UEpPE3 ECTECTBEHHBIE POJOBBIC IyTH. B HEKOTOPBIX
CHEUUAIM3UPOBAHHBIX ~ MEIUIIMHCKUX  YUPEKJICHUSIX  MPOBOIAUTCS
NPEUMIUIAHTAIIMOHHAS JMArHOCTHKA: SIMIIEKIIETKA OIUIOAOTBOpsieTCs 1IN
VItro, y pa3BHBaromerocsi S3MOpHoHa ONMPEISIISIOT HATMYUE TCHETHUCCKOM
MyTalldd, U TPU €€ OTCYTCTBUU MPOU3BOJAT UMILUIAHTAIIMIO B MAaTKy
MaTepH.

boine3ns pon Bussiedpanaa.

KonnenTparus B ceiBopotke DB Bo BpeMst 6epeMeHHOCTH OOBIYHO
yBeJIMUMBaeTCsi, U Tpu Oone3nn (on BumieOpanga y warepu
KPOBOTEUYEHHE [JI0 POJOB HEXAapakTepHO. B oAHOM HccinenoBaHUU
SNUAypajbHAas aHECTE3Wsl HAa3HAdalach 15 keHmumHam B mpouecce 17
POJIOB; OCJIOKHEHHUS, CBSI3AHHBIE C 3TOM MPOLEAYPOH, OTCYTCTBOBAIM.
Onnako y 47% mnanuMeHTOK pa3BWIOCh MOCIEPOJOBOE KPOBOTECUCHHUE.
[TorToMy BaxkHO J00MBaThbCs, 4TOObI KoHIeHTpanus OB 1o pomaos
coctaBisia MuHuMyM 50 ME/n, u noaaepkuBath 3TOT YPOBEHb B
TedeHue 3-5 THEeH, OTCIIeKUBAsI PU3HAKU MTOCIIEPOIOBOIO KPOBOTEUEHHS.

Peaxue xoaryjonarum.

Y OepeMeHHBIX, CTPaJaloNIUX PEAKUMHU KOaryJomaTUsSMU, MOTYT
Pa3BUTHCS HAPYIICHUS CBEPTHIBAEMOCTH KPOBH BO BPEMs M, OCOOEHHO,
nociie 6epemenHoctu. [edunur ¢pudbpunorena u gakropa X nmpusoaur
K TOBTOPHBIM BBIKUBIIIAM W OTCJIOWKE IUTACHTHL. Y OEPEeMEHHBIX C
HuskumMu ypoBasmu (aktopos I, V, VII, X u Xl gacto pa3BuBaroTcs
NOCJIEPOJIOBBIE  KpOBOTeueHHs. Kpome TOro, ecim oOTen sBISIETCS
HOCHUTEIIEM JaHHOTO 3a00JICBaHMS, MOXET DPa3BUBATHCS IMATOJOTUSA Y
HOBOPOXJIEHHOT0. PexkoMeHayeTcs reHeTH4YecKkoe OO0cCieloBaHHe 00O0MX
ponuteneil 10 OEpeMEHHOCTH, MOBTOPHBIE aHAJIM3bl KPOBH MAaTepu BO
BpeMsi OEpEMEHHOCTH, aHallu3 MYyNOBUHHOM KpOBU B poaax. B menowm,
KOHIIEHTpaIMIO0 (PAKTOpOB CBEpPTHIBAHUS BO BpeMsi OEPEMEHHOCTH U
0COOEHHO B MOCIEPOIOBBIN MEPUOJ CIIETYET MOJACPKUBATH HA YPOBHE HE
menee 20%, u BbIIIE, €CIIM MJIAHUPYIOTCS MHBa3UBHbIE BMEIIATEILCTBA,
HaIlpuMep, MECTHAsl aHECTE3Us UIIM KECAPEBO CEUECHUE.



Axywepckue Kpogomeuenust

BoNbIIMHCTBO aKyIIepCKUX KPOBOTEUYEHUH MPEACTABISAIOT COOOM
YTPOXKAFOIINE JKU3HU COCTOSHUA. [Ipu TOSIBICHUM CHMITOMOB WJIU TIPH
MOJIO3PEHNM Ha MACCHBHOE KpPOBOTEUYCHHE TpeOyeTcsl HEMEIJICHHOE
BpaueOHOe BMemmarenbcTBo. Jlnsa mognepxkanus OLIK wacto Tpebyetcs
NepeIMBaHUE SPUTPOIIMTOB HIIM CBEXKE3aMOPOKECHHOM IIa3Mbl, OJHAKO
CJIeyeT OTPaHHYMTh MOCTYIUICHHE JIPYTHX KUIKOCTEH, 4TOOBI M30eXKaTh
KOaryJIonaTuu pasBeacHus. bojee Toro, cienyer HEMEIJICHHO BBISIBUTH
NPUYMHY KpOBOTEUEHHUs (HampuMmep, OTCIOWKY IuianeHtsl). [lpu
OOHApYXEHUH  TPOMOOITUTONICHUH W  TUNOGUOPHHOTCHEMUH IS
OCTAaHOBKM  KPOBOTEUYEHHS  MOXET TMOTpPeOOBaThCS  TEperBaHUE
TPOMOOIIUTOB, GUOPHUHOTEHA M CBEKE3aMOPOKCHHOM TTa3MBl.
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