BBeneHue

TpomOonuTonarusa (TII) — HapymieHwe cucTeMbl remMocTa3a, B OCHOBE KOTOPOTO
JIeKaT KaueCTBEHHBIN Je(eKT U NUCyHKIUS TPOMOOIIUTOB.

[Io wyacrore TII mnpeobramaroT Hax TPOMOOIUTONEHUYECKUMHU COCTOSHUSIMH.
Cumraercs, uro 5-10% HaceneHus 3eMHOTO Iapa CTpajgaeT (PyHKIIMOHAIbHBIMU
HapyHICHUSIMUA TPOMOOIIMTOB B TOM WJIM UHOM CTENEHU (Yalle JIETKOM).

B ocnose TII nexar kayeCTBEHHbIE HapyIICHUS TPOMOOIIMTOB 3a CUET HUX
dbyHKIIMOHANBHOM  HemonHomleHHocTH. Ilpu  HacmenctBennbix TII —  aTO
BPOXKJEHHBIN 1e(eKT, Npu NpUOOPETEHHBIX — (PYHKIMOHAJIBHBIE CBOMCTBA
KPOBSIHBIX IJTACTUHOK CTPAJAIOT U BCJIEICTBUE OCHOBHOT'O 3a00JI€BaHUS.

TII yacto nexar B OCHOBE HESCHBIX HOCOBBIX M JIECHEBBIX KPOBOTEUEHUH,
MOBBIIIEHHON «CUHSYKOBOCTHY», YHOPHBIX MAaTOYHBIX KPOBOTEUYEHHH Yy JI€BOYEK B
IIEPUOJI TIOJIOBOTO CO3PEBAHUS.

Ilo naHHBIM pa3IMYHBIX ABTOPOB, OT 36 10 65% BCEX KPOBOTEUEHUN Y JETEN CBSI3aHbI
¢ TIL

Ha pgomo TII npuxomurcs 36% cpemnm  BceX  HACIEICTBEHHBIX

reMopparuueckux 3aboneBaHuil. HacnenctBennesie TII wame peructpupyrorcs y
JETEeN C JIETKOM CTENEHBbK) KPOBOTOYMBOCTH, Y AETEH C TXKEIOW IypIypod —
HEPENIKO COYETAaHHBIE HAPYIIEHUs FEMOCTA3a.
3a4acTyio TpPOMOOLIMTONATUM HE JUArHOCTHUPYIOTCSI CBOEBPEMEHHO U OOJIbHBIC
J0Aroe BpeMs Oe3yclenrHo Jeyarcsl y CHEHHAJMCTOB Y3KOro mnpoduis —
OTOPHUHOJIAPUHIOJIOTOB  (TIOCKOJIBKY HOCOBBIE KpPOBOTEUEHHUSI B Dpsijie  CilydaeB
ABJIAIOTCS] €AMHCTBEHHBIM CUMIITOMOM 3a00JIEBAHUS IPU F€MOPPArHuecKoM uaTese),
TUHEKOJIOTOB, CTOMAaTOJIOTOB U JIp.
VY OonbmIMHCTBA OONBHBIX 3TOM MATOJOTMEW MEpBble MPHU3HAKH KPOBOTOUMBOCTU
MOSIBIISIFOTCSL. B IETCKOM BO3pAacTe. YYacCTKOBBIE IEIUATPbl HE NPUAAIOT JOJKHOTO
3HAYEHUS] TeEMOPPAruueCcKuM MPOSBICHUSIM U JIUIIb HE3HAYUTEIbHYIO YaCTh OOJIbHBIX
HalpaBJSIIOT Ha CHEUUAJU3UPOBAHHBIM MpHUEeM K TEeMaroyiory JUisl YTOYHEHHUS
JUarHosa.



Knaccupukanusa

Tpombonuronaruu XapaKTepu3yroTcs pa3BUTHEM CTIOHTaHHBIX u
MOCTTPABMAaTHYECKUX KOKHO-CIIM3UCTHIX KPOBOTeUeHU. PacrioznaBanue u
auddepeHnnanus TpoMOOIUTONATHIE OCHOBBIBAETCS HA BBISIBICHUU KPOBOTOUHUBOCTHU
MUKPOLIMPKYJASTOPHOTO THUNA C  HapymieHueM  (yHKIMOHAIBHBIX  CBOICTB,
Mopdonornuu 1 GHOXUMHUYECKHUX XaPAKTEPUCTUK TPOMOOIIUTOB.

Ha ©0aze »THX TmposSIBIEHUN  CTPOUTCA  COBPEMEHHas  KiaccU(UKaIus
TPOMOOLIUTONIATUH, KOTOpPBIE TMOMAPA3AETSAIOTCS HAa JBE OONBIIME TPYNNbl —
HACJIEJICTBEHHBIC M IPUOOPETECHHEIE.

HacnencrBennsie popmbl TpoMOOIIUTONIATUI

OcCHOBHbIE TATOT€HETUUECKHUE TPYIIIbL:

1. Csi3anHbIE ¢ MeMOpaHHBIMU aHOMaIUSIMU (cuHApoM bepuapa-Cynbse, CKoTT
CUHPOM, 1iceBao0oe3Hs Bumiedpanaa, tpombactenus [anivana u ip.)

2. CBs13aHHBIE C BHYTPUKJIECTOYHBIMU aHOMAIHSIMU

a) 00JIE3HN HEOCTATOUHOCTH ITyJla XpaHEHUs — Je(UIUT IJIOTHBIX U alibda-rpanyi
(6one3np ['epmanckoro-Ilynnaka, TAP-cunapoM, CHHAPOM CEepbIX TPOMOOIUTOB,
cunapom Yeaunaka-Xuracu, cuaapom ['pucremniv, 1e(puuuT IIOTHBIX TPaHyi U Jp.)
0) HapyIlIeHUE PEaKIuX BHICBOOOXKICHUS TPAHYII U UX KOMIIOHEHTOB (e(heKT
LUKJIOOKCUTE€HA3bl, TPOMOOKCAH-CUHTETa3bl, JJUIIOKCUTE€HA3bI U JIP.)

3. CwmemanHble TpoMOOLMTapHble HapymieHus (cuHapomsl Mes-XermuHa,
Buckorra-Onnpuya u ap.)

4. nchyHKIMsE TPOMOOLIUTOB MJIA3MEHHOTO TeHe3a U MPHU COCYIUCTBIX AUCTIIA3UAX
(6one3np Bunebpanna, 6o1e3up Dnepca-Jlanio u ap.)
OYHKITMOHATBHO-MOP(POIOTUYECKIE (POPMBI:

1. Hapymenue aare3un TpoMOOLIUTOB

* cunpoM beprapa-Cynbe (nedutut nin aedekt komriekca GPIb-1X-V)

* Oosie3nb Bunnebpanna (nedumut wim nedext vF)

2. Hapymenue arperaiiyii TpOMOOLIUTOB

* Tpombacrenus [annmana (nepunur wim aedexr GPIIb-111a)

* HacneAcTBeHHas apuOpunorenemus (neduuut unm nedekt allbB3, dubdpuHorena)
3. Hapyiuenue BbICBOOOXKICHUS U IE(PULIUT rpaHy

* Jlepuuut nmyna xpaHeHus o-rpaHyll (CHHIPOM cepbiX TpomOonuToB, APC-cunapom,
KBebOekckuii  TpoMOommTapuslii  cuHApoMm, cuHapoMm Ilapu-Tpycco) o-rpanyn
(meduumT MIOTHBIX TpaHyn, Ooje3Hb [epmanckoro-Ilymiaka, cunapom Yenmnaka-
Xwuracu, TAP-cunnpom) o- u o-rpanyn (1eUIUT IIOTHBIX U O-TPAHYII)

4. Hapymenue popmMupoBanus U A PUIUT CUTHAIBHBIX MTyTel

* JledekTsI perenTopoB aroHUCTOB: TpoMOokcaHa A2, komtarena, AJ{®,simHedprHa
* Jlepext akruBanmu G-tiporeuna: nedunur Gog, anomanus Gos, nedunut Goil

* Jlepext metabonusma pocharunumunosurona — nepurut dochonumnazer C-2

* Jlepext moOUMM3amMu KaabIus

* ledexr hochopunupoBanus miekcTpuHa — AeUIUT NPOTEUHKUHA3BI-C

* Hapymienne oOmMeHa apaxuJOHOBOM KUCIOTHI M TPOMOOKCaHa

- HapyllIEHHUE BBICBOOOXKICHHS apaxuJOHOBON KHUCIOThI

- 1e(DUIUT HUKIOOKCUTEHA3BI



- neuuT TPOMOOKCAHCHHTETA3BI

* AHOMAaJT| 3JIEMEHTOB IIUTOCKeNeTa - CuHApoM BuckorTa-Onnpuya

* Hapymienue B3auMoneicTBusi TpoMOOLUT-(PakTop cBepThIBaHUS (IeHEKT
dbochonunumaoB memOpansl) — cuHApoM CKOTTa

» CoueTaHHbIe BPOXKJICHHBIC HAPYIICHUSI — aHOMamusi Mesi-Xernivna, 00Je3Hb
JlayHa, CHHIpOM ME3€HXUMaJIbHOM Auciuiazuu, TAP-cunapom
TpomOonuTOnaT, CONMPOBOKIAOIINECS TPOMOOIIUTOICHUEH

1. Masnblie pa3mepsl TpOMOOUUTOB — CUHIpOM Buckorta-Onapuya, X-clenaeHHast
TPOMOOLUTOTICHHS.

2. HopmanbHbIe pa3Mepsl — BpOXKACHHAS aMeTaKapruoUTapHas TPOMOOITUTOIICHHS,
TAP-cungpom, amerakapuouTapHas TPOMOOIIMTONIEHUS C BPOXKICHHBIM
paanoyIbHAPHBIM CHHOCTO30M, 8yTOCOMHO-JOMHHAHTHASI TPOMOOLIUTOIIEHUS,
ceMeliHasg TpOMOOIUTONATHS € TPEIPACTIONOKEHHOCTHIO K Pa3BUTHIO OCTPOTO
MHUEJIOUTHOTO JIENKO3a.

3. Kpynnsie TpomOonutel — cunapom bepuapa-Cynbe, cunnpom du Jxopmxu,
TpoMOOIUTapHBIN TUIT OoJie3HH BuiieOpanma, CHHIPOM CepbIX TPOMOOIIMTOB,
APC-cunapowm, rpynmna cuagpomoB MYH9Y, X-crierienHas TpoMOOIUTONIEHUS C
Tanaccemueit, cuaapom Ilapu-Tpycco, CpeauzeMmHoMOpcKas
MaKpOIUTONATHYECKAsI TPOMOOIIUTONICHUS, TU3IPUTPOIIOITHUYECKAST aHEMUS C
TPOMOOLIUTOTIEHUEN.

[IpuoOpeTeHHbIe (CUMIITOMATUYECKUE) TPOMOOIUTONATHH.

1. IIpu remobnacro3ax

* IM3arperaiyoHHbIe THIIOPETeHEPATOPHBIE;

* popmbl noTpednenus (npu pazsutun JIBC-cunapoma);

* CMEILIAHHOT'O TUIIA.

2. ITpu muenonponudepaTuBHBIX 3a00JIE€BaHUIX U 3CCEHIIUATILHOW TPOMOOIIMTEMUMU.
3. Ilpu ButamuH B12-nedunurHoit aHeMuUH.

4. Tlpu ypemuu (HapylieHUE aJTre3WBHO-arperallioOHHON (YHKIIMH TPOMOOIIUTOB,
peXe - peTpaKIUU CTYyCTKA).

5. Ilpu muenomHoi 6one3nu, 6one3nu Banpnencrpema, rammanarusx (O1okaue
TPOMOOITUTOB MaKpO- U TaparnpoOTCHHAMH).

6. [Ipu muppo3ax, omyxoJsax U mapa3suTapHbIX 3a00JI€BaHUSIX TIEUCHH (HAPYIICHUS
aJIre3MBHO-arperaiMoHHON (YHKITUU TPOMOOIIMTOB BCIEACTBUE META0OIUIECCKUX
HapyUIEHUH, CEKBECTpAIUs TPOMOOILIMTOB B MOPTAILHON CUCTEME, MOTPEOIECHUE
KpPOBSIHBIX IJIACTUHOK NpH pa3Butuu JIBC-cunapoma).

7. Ilpu nunre (HapyueHue B3aumMoaencTBus ¢ sugorenueM u AJld-arperanueii).
8. [Ipu ropMOHaTBHBIX HAPYIIEHUSX — TUTIOICTPOTEHUH, TUTTOTUPEO3aX.

9. JlekapcTBEHHBIE U TOKCUTEHHbIE (DOPMBI (MPU JICUEHUU ACTTUPUHOM U JPYTUMU
HECTEPOUITHBIMU NMPOTUBOBOCTIAIUTEILHBIMY TIpenapaTaMu, aHTUOUOTUKAMH -
KapOCHITMIUTMHOM, IEHUIIMJITTMHOM;, TPAaHKBUJIM3aTOpaMu, HUTpoypaHnamu,
LUTOCTATUKAMU U Jp.).

10. ITpu mydeBoii OoJe3HH.

11. TIpu MaccuBHBIX TeMOTPaHCHY3USIX U UHPY3HUSIX PEOTIONUTITIOKHHA.

12. Tlpm Oonpmmx TpoMOO3ax W THUTAHTCKUX AaHTHOMAaxX (TPOMOOITUTONATHS
noTpeOIeHUS).



ITHOJIOTUA
[TepBudHBIC TPOMOOIIUTONIATUM PA3BUBAIOTCS MPU I'€HHBIX Je(eKTax.

BTopudHbie TPOMOOIIMTONIATHH PA3BUBAIOTCS O] BIMSIHUEM Pa3IMUHBIX (DAKTOPOB.
¢ Xwumudeckrue (HaKTOphl: W30BITOK TOKCHUYHBIX TPOAYKTOB OOMEHAa BEIIECTB,
Hekoropele  JIC, rTuUnmoOBMTAMUHO3BI  (AEPUIUT  ACKOPOMHOBOW  KHCJIOTHI,
IIHaHKOOAaJIlaMHHA).

¢ buonorudeckne GhakTophl: BEMIECTBA, 00pa3yIOMUECs B OIMMyXOJIEBBIX KJICTKaX (OHU
HapyIaloT JeJIeHHe H CO3PEBaHWE METaKapHUOIIMTOB), MPOAYKTHI JETPaJalliu
¢ubpunorena u ¢uobpuna (npu JABC-cuHapome), TOBBIINIEHHOE COJEPKAHHUE B
TUTa3Me KpOBH HOPMAJIBHBIX W aHOMAJbHBIX O€JKOB IMpu Oosie3Hn BanbaeHcTpéMa u
MHUEJIOMHOM OOJIe3HH, BBICOKAs KOHIICHTpalMsi B IUIa3Me KpoBU (HaKTOPOB
CBEPTHIBAIONICH CHUCTEMBI (HANpUMEp, MPU TEPETUBAHUU OONBIIUX /103 IUIa3MBI
KpOBU, KOHIICHTPATOB MPOKOATYJISTHTOB).

IlaTorenes
OcHoBHble 3BeHbSA NaroreHesa TpombouuTonaTui
v 4 v
HapyleHue PaccrpoiicTea HapyLweHue
CUHTE3a npoueccos CTPYKTYpb!
W HaKONMeHUs AerpaHynauvi 1 CBOWCTB
8 rpaHynax n BbICBOBGOXAEHUS MemBpaH
TpoMBoLMTOR TpomMBouuTapHbIX TpomM6oLuTOR
Guonormiecku ¢pakTopos (MemBpaHonaTum)
aKTUBHbIX BELLEeCTB B Nnasmy kposu

KiimHu4yeckasa KapTuHa
Knuanueckue nposiBIECHUS 3aBUCST OT 0COOCHHOCTEN Ka4eCTBEHHBIX U
KOJIMYECTBEHHBIX J1e(PEKTOB TPOMOOIIUTOB — TSHXKECTh TEMOPPArMUECKOTO CHHAPOMA
MOJKET 3HAYMTEIHHO BAPLUPOBATHCS M HE 3aBUCETh HAMIPSMYIO OT CTEIeHHU JedeKTa.
[Tpu nerkoit KPOBOTOUMBOCTH MOXKET OTMEUATHCS CKJIOHHOCTh K CHHSTYKOBOCTH TIPU
MaJIbIX ¥ HE3HAYUTEIbHBIX TpaBMax, Ha MECTE CIABIMBAHUS PE3UHKOM;
MepruoINYECKre HEOOUJIbHBIC HOCOBBIE KPOBOTEUEHHS, CEMEHHBIE JJTUTEIbHBIC
MEHCTpyallMH y )KEHIIUH U Ap. B ciyyae pa3BUTHA MACCUBHOTO FEMOPPArUYECKOTO
CUHJPOMA MOTYT pa3BUBAThCS JKU3HEYTPOKAOIIME KPOBOIIOTEPH.

Tpombacrenusi [1annMaHa — HaclieICTBEHHOE 3a00JIeBaHKE,
XapaKTEPHU3YIOIIEECs: TeMOPPArnyeCKUMHU MPOSBICHUSIMU, TTPU KOTOPBIX OTMEYAETCS
YVIUIMHEHHE BPEMEHU KPOBOTEUEHHS, a TAKKE MOJIHOE OTCYTCTBUE WIIH PE3KOE



CHUXCHHE MHTCHCUBHOCTH PETPAKITUU KPOBSIHOTO CTyCTKa Ha ()OHE HOPMATHHOTO
COJIEpKaHMsI TPOMOOIIUTOB B €AMHUIIE 00bEMa KPOBH. DTO SBIISETCS PE3yJIbTaTOM
CHUKEHHS arperaljioHHON criocoOHOCTU TPOMOOITUTOB.

TpomOactenus [ manIMaHa sSBIsSETCS PEIKUM 3a00JIEBAaHUEM U BCTPEUACTCS C
4acToTOM npuom3uTenbHo 1 cinydaii Ha 1 miiH. ManudecTanus 3a0oneBaHus
IIPOUCXOIUT B PaHHEM JETCKOM BO3pacTe.

OCHOBHBIMH KJIMHUYECKUMH MPOSIBICHUSAMU SIBJISIOTCS KOXKHBIA TeMopparudeckuit
CUHJIPOM, KPOBOTEUEHUS U3 CIU3ZUCTHIX, B TOM YHCJIE U JKEIYJOUYHO-KHUIIICUHEIE,
BILTOTH J10 )KM3HEYTpOXKaromuX. Bo3MokHO 00pazoBaHuE reMaToOM MITKUX TKaHEu
Pa3IMYHOM JOKAIN3aluu. [ eMopparnyeckuii CHHIPOM MOXKET UMETh Kak
MOCTTPaBMaTHUECKH, TaK U CIOHTaHHBIN xapaktep. [IpoBenenue moObIx
ONEpPaTUBHBIX BMEIIATEILCTB 0€3 TEMOCTATUYECKOM TepaIuy, B TOM YUCIIE
AKCTpaKLHs 3yOOB, COITPOBOXKAAETCS pa3BUTUEM KPOBOTEUEHUS.

B nacrosimiee Bpems BoiiensitoT 3 Tuna tpombactennu [animana: tun 1 — nepuut
KOMILJIEKCa MTOBEPXHOCTHBIX pelenTopoB arperanuu rukonporenHoB GPIIb—l1la <
5% ot HopMmbI; THT 2 — neduut komriekca GPIIb—I11a 5-20 % ot Hopwmsbl, THTT 3 —
xomiuteke GPl1b—IIla mpucyTcTByeT B HOpMaabHOM HMJIH ITOYTH HOPMAIbHOM
KOJIMYECTBE, HO (DYHKIIMOHAILHO HECOCTOATENICH. TeM He MEHee KOPPETSIUU MEXIY
kommuecTBoM GPlIb—IIla Ha mOBepXHOCTH TPOMOOIIUTOB U TSHIKECTHIO

KJIIMHAYECKUX MPOSIBICHUM 3a001eBaHus He HaOmogaeTcs. B ocHOBe nmarorenesa
JTAHHOTO 3a00JI€BaHUsI JISKUT N€PULINUT WK TUCPYHKIMSI MEMOPaHHBIX OCITKOB
TpoMmOonuToB— uHTEerprHa allbPf3 (GPIIb—II1a), popMupyromux Ha HOBEPXHOCTH
TPOMOOIIMTOB T€TEPOAUMEDP — KOMILIEKC, CBI3bIBAIONINI (PUOPUHOTEH, PaKTOP
BunnebOpanna, GuOpoHEKTHH U BUTPOHEKTHH. ITOT MEMOPAHHBIN KOMILIEKC
ABIIAETCS] HEOOXOJUMBIM KOMIIOHEHTOM 3aKJIFOUUTENILHOTO dTara arperamui,
AKTUBUPOBAHHOM (PU3MONOTHYECKUMHU aroHUCTaMHu. [Ipyu akTUBalMKM KOMILJIEKC
GPIllb—IIIa MeHsieT cBOIO KOH(OPMAIHIO, CBI3bIBACT (PHOPHUHOTEH U APYTUe
pPacTBOPUMBIC aJre3UBHBIE OCTKH, KOTOPBIE ¢ yuyacTiueM noHOB Ca2+ onmocpenyroT
arperammio CMEXHBIX TPOMOOIIUTOB B (POPMHUPYIOIIEMCS CTyCTKE.

Tpombactenus [ maniMana uMeeT ayTOCOMHO-PEIIECCUBHBIN THI HacneaoBanus. Oba
rera uHTerpuHOB allb u 3 pacronokeHp! Ha JJIMHHOM TUIEYE XPOMOCOMBI

17921.32 u xomupytotcs B reHax ITGA2B u ITGB3 coorBeTcTBEHHO. DKCnpeccus
T€HOB MPOUCXOUT HE3aBUCUMO JIpyTa OT Apyra. Mamsie nenernuu 1 MoaudruKam
BCTPEYAIOTCS Yallle, YeM OOoJbIlINe peapaHKUpOBKHU reHoB. HecMoTpst Ha TO 4TO
¢parment ITGB3 numeer MeHbLIMi pazmep, 0 NPUUYUHE HATUYHS OOJBILIETO
KOJIMYECTBA HK30HOB €r0 MyTallusl BcTpedaercs ¢ Oonbliel yactoToi. B pesynbrare
MyTalllM y MaIMEHTOB ¢ TpoMOacTeHuel [maniMana MOXeT BOZHUKATh ACOUIIUT WU
Hapyirenue ctpykrypsl GPlIb—I11a. Hamuuwst monekynspHoro aedexra B OJHOM WK
JIByX T€Hax JOCTaTOYHO JiJisi opMUpOBaHUS TPOMOOIIUTONIATHH . TSXKECTh KIU-
HUYECKOM KapTUHBI TpoMOacTeHUH [ TaHIIMaHa He 3aBUCHUT OT BBISIBICHHBIX MyTaIlil
Y MOXXET BapbUPOBAThCSI BHYTPU OJIHOU CEMBHU.

Cunopom Buckomma—Onopuu(CBO).

MuKpOTpOMOOIIMTOIIEHUS ¥ HAPYIIICHNUE arperaiud TPOMOOITUTOB YKa3bIBAET

Ha HAJIMYKME KaueCTBEHHOTO UM KOJMYECTBEHHOTO AedekTa cnennduueckoro Oemka
WASP (Wiskott—Aldrich syndrome protein). [{ist kitaccudeckoit popmbr CBO xapak-



TE€pPEH KOMIUIEKC HapYLIEHUM, B KOTOPbII BXOJAT MOBBIIIEHHAS! KDOBOTOYHBOCTb, pe-
[IUIMBUPYIOIINE OaKTepHUaIbHbIEe, BUPYCHBIE U TPUOKOBBIE MH(EKIINH, a TAKKE KOXK-
Has DK3eMa.

Cymectyet Ooiiee serkas popma TeueHus 3a0051eBaHNs —X -CLIETIIIEHHas: TPOMOOITH-
ToneHus. 3a00JIeBaHUE XapaKTEPU3yeTCs OTCYTCTBUEM BBIPAXKEHHBIX ITPU3HAKOB
UMMYHOAepUIMTA U 3K3eMbl. C 11eTbI0 BepUpUKaLlMK AUarHo3a JaHHOM rpymnmne
00JIbHBIX HEOOXOIMMO MPOBOJUTH MYHKIIMIO KOCTHOTO MO3ra M aHAJIU3 MUEJIOIPaM-
Mbl. B muenorpamme npu CBO oTmedaeTcsi HoOpMaabHOE KOJIMYECTBO
HEU3MEHEHHBIX MeTakapuonuToB. UMmmyHonornueckue nedektsl y 0onpabx CBO
SBIIIOTCS PE3YJITATOM HapyUICHHUs] TOMEOCTa3a JUMQOLUTOB, MPOSBIIAIOMIETOCS B
pe3koM cHibkeHuu nponopiui T- u B-mumdornuros. [Ipu nccnenoanuu GyHKImo-
HaJbHBIX HApYLIEHUH TpPOMOOIIMTOB Y 00JbHBIX CBO 00HapyXUBaeTCs MOBBIICHHAS
skcnpeccus pocharuauiacepuna u 00pa3oBaHUE MUKPOYACTULIB OTBET HA CTUMYIL.
BeposiTHBIM MEXaHU3MOM Pa3BUTHS TPOMOOIIMTONIEHUH SIBIISIETCS TOBBILICHHOE y/1a-
JIeHHe TPOMOOLIMTOB, SKCIpeccUupyromx pochaTuani-ceprut, Makpodaramu cene-
3eHKU. {11 MOATBEP)KAECHUS IuarHos3a «cuHapoM Buckorra—Ongpuua» u X-
CLIETJIEHHOW TPOMOOLIMTONIEHUH HEOOXOIMMO ITPOBECTH aHAIIN3

JKCIIpeccuu Oelika U onpezaeneHue myranuu rena WASP.

Knaccudpukanus bB

BB — Hapy1ieHue cBepTbIBA€MOCTH KPOBH, BbI3bIBAEMOE 1€(DUIIUTOM WM HapyLICHU-
eM ¢pyHkunu vVWEF. BB — ¢eHoTHIIMUECKHM TeTepOoreHHast Koaryyionartus, sl KOTOpOu
BBISIBJIEHO Oo0Jiee 20 pa3IMyHbIX MOATUIIOB UM BApUAHTOB MOTHUIIOB.

Komurer no Hayke u cranmapruzanuu (Scientific and Standardization Committee —
SSC) npu MexayHapoaHOM 00IIIeCTBE M0 IpodIeMaM TpoMO03a M reMocTasa
(International Society on Thrombosis and Haemostasis — ISTH) nepecmoTpen u ym-
pPOCTHUII KJacCUuPUKAINIO OCHOBHBIX TUTIOB bB.



