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BBenenune

TpombouuronaTun (TII) — reMOpPpParnyecKue 3a0oseBaHus,
XapaKTepu3yloluecs: HapylueHneM (QyHKUUA TPOMOOLMTOB MPU WX HOPMaIbHOM
i cyoHopManbHOM KonmuectBe. [lo wacrore TII mnpeoGmanmaroTr Han
TPOMOOLIUTONIEHUYECKUMHU cocTostHUsIMA. Cuutaercs, uro 5-10% HaceneHus
3eMHOr0 IIapa CTpajgaeT (PyHKIIMOHAIbHBIMU HAPYIIEHUSIMH TPOMOOIMTOB B TOM
WM WHOW creneHu (dame Jerkoil). B ocumoBe TII nexat kadecTBEHHBIE
HapylIeHUs TPOMOOLMTOB 3a CUET UX (PYHKIMOHAIBHOW HemoyiHoueHHOCTH. [Ipu
HacinencTBeHHbIX TII — 3T0 BpoOXAeHHBIM AeeKkT, Mpu NPUOOPETEHHBIX —
(YyHKIMOHAJIbHBIE CBOMCTBA KPOBSIHBIX IUIACTUHOK CTPajalOT  BCIIEJCTBUE
ocHOBHOro 3aboneBanusi. TII 4yacTto 5exar B OCHOBE HESCHBIX HOCOBBIX U
JIECHEBBIX KPOBOTEUEHHI, MOBBIIICHHON «CHUHAYKOBOCTH», YMOPHBIX MaTOYHBIX
KPOBOTEYEHUH Y IEBOYEK B MIEPUOJ ITOJIOBOTO CO3PEBAHMUS.

[lo maHHBIM pa3IUYHBIX aBTOPOB, OT 36 10 65% Bcex KpOBOTEUEHUU y AeTei
ces3anbl ¢ TIL ITo cBenenusam 3. C. bapkarana, na gomto TII npuxoautcsa 36%
Cpelld BCEX HACJIE/ICTBEHHBIX TeMOPpAarn4ecKux 3a00J1eBaHUM.

K coxanenuto, TII 3auactyio cBOEBpEMEHHO HE JAMATHOCTUPYIOTCS U OOJbHBIC
noiroe Bpemsi Oe3yCIeNIHO JiedaTcs Yy CHEHUAINCTOB Y3KOro mnpoduins —
OTOPUHOJIAPUHTOJIOTOB (TMIOCKOJIBKY HOCOBBIE KPOBOTEUEHHUS B PsJIe CIIydyaeB
ABJIAIOTCS €IMHCTBEHHBIM CHMIITOMOM 3a00JIEBaHUS TPU TEeMOPPArHYecKOM
auaTe3e), TMHEKOJIOTOB, CTOMAToJOroB M Ap. B To ke BpeMs y OOJBIIMHCTBA
OONBHBIX ATOW MATOJOTHEH TEPBBIE MPU3HAKA KPOBOTOYMBOCTH TMOSIBISIOTCA B
JETCKOM BO3pacTe. YYacTKOBbIE IMEAHATPbl HE MPUIAIOT JIOJHKHOTO 3HAYECHHS
reMOppParuyeckKuM TMPOSIBJICHUSIM U JIMIIb HE3HAUYUTEIBHYI0 YacTh OOJIBHBIX
HAIpaBJSIOT Ha CHEUUAJIM3UPOBAHHBIN MPUEM K TIEeMaToJOry sl YTOYHEHUS
JIMarHo3a.



Kaaccupukanus

TpombouuronaTuu XapaKTEePU3YIOTCS pa3BUTHEM CIIOHTaHHBIX u
MOCTTPAaBMATHUUYECKUX KOXKHO-CIIM3UCTBIX KpoBOTeueHWid. Pacmo3naBanue wu
nudepeHmanus TPOMOOILIUTONIATHIA OCHOBEIBA€TCS Ha BEISIBJIEHUU
KPOBOTOYMBOCTH MUKPOIUPKYISITOPHOTO THUMA C HApyIICHHEM (PYHKIIMOHAIbHBIX
CBOMCTB, MOp(OJOTUN U OMOXMMHUYECKUX XapaKTepUCTUK TpoMOoruToB. Ha Gaze
ATUX TPOSBICHUN CTPOUTCS COBpPEMEHHas KiacCUpUKaIUs TPOMOOIUTONATHH,
KOTOpBIE TOJpa3JeisaioTcs Ha JBe OOJbIIME TPYINIbl — HACIEICTBEHHbIE U
npUOOpPETEHHBIE.

A. HacaeacrBenHble ¢opMbl TPOMOOIMTONATHH.

OcHoOBHbIE IATOreHeTHYECKHUE TPYIbI:
1. Ces3anHble ¢ MeMOpaHHBIMH aHOoManusiMu (cuHjpoMm bepnapa-Cynbe, CKOTT
CUHApPOM, TiceBao00e3Hs BumneOpanaa, tpombactenus [ manimana u ap.)
2. CBsi3aHHbIE C BHYTPUKJIETOYHBIMH aHOMAIHMSIMU a) OOJIE3HU HEIOCTATOYHOCTH
nyjga XpaHeHusi — AeUUUT TUIOTHBIX M aibga-rpanyn (6one3nb ['epmanckoro-
[lynnaka, TAP-cunapom, CHHIpPOM cCepbIX TPOMOOIMTOB, CUHApOM Yenmnaxa-
Xwuracu, cunnpom ['pucuennu, nedunuT MIOTHBIX TpaHyl U Ap.) 0) HapylIieHHe
peakiuu BHICBOOOKICHUS TPaHYJ M UX KOMIIOHEHTOB (I€QEeKT IIMKIOOKCUTEHA3HI,
TPOMOOKCaH-CUHTETA3bl, JIMTIOKCUTEHA3bI U JIP.)
3. CwmemanHble TpoMOOIUTapHbIE HapylieHus (CUHIpPOMBbI Mesi-XerriuHa,
Buckorra- Onapuya u p.)
4. [MuchyHKuus TpOMOOIMTOB IIJIA3MEHHOIO Te€He3a U TMPU COCYAUCTHIX
nucrasusax (6one3np Bumnebpanna, 6one3ns Diepca-/lanmo u ap.)

DOYyHKIMOHAJIBbHO-MOPGdosioruueckue Gopmsi:
1. Hapymienue aare3auu TpoMOOIIMTOB!
* cunipoM beprapa-Cyibe (nedurut win aedekt kommiekca GPIb-1X-V);
* Oone3ns Bumnebpanga (nedumut unu gepext vWF);
2. Hapymienne arperammuu TpoMOOUUTOB ¢ TpomOactenus [manmmana (medurut
w nedext GPIIb-111a):
* HacneacTBeHHass aduOpuHoreHemus (aebunut wiu  gedekr  ollbB3,
¢ubpuHOTEHA);
3. Hapymenue BEICBOOOXKACHUS U ACPUITUT TPAHYT
* neumuT myma XpaHeHHs: O-TpaHyld (CHHAPOM cepbix TpombonuToB, APC-
cuaapom, KseGekckuit TpomOonuTapHbiii cuHapoMm, cuaapom [lapu-Tpycco); o-
rpa"ya (AeduuHT IUIOTHBIX rpaHyn, Oone3nb ['epmanckoro-Ilyanaka, cunapom
UYenunaka-Xuracu, TAP-cunapom); o- u d-rpaHys (1e@UUUT MIOTHBIX U O-TPaHYyN)
4. Hapymienue popMupoBaHus U 1e(PUIIUT CUTHATBHBIX MyTEH
* JledexTbl penenTopoB aroHMCTOB: TpomOokcaHa A2, kojnareHa, AJlD,
snuHepUHa,



* Jlepexrt aktuBanuu G-nporeuna: nedurut Gog, anomanus Gas, nepunut Gail ;
* lepext meTabonuzma pocharununmnosutona — aepuuut pocdonumnassl C-2;
* Jlepext MoOUNMM3AIUN KAJIBIIUS;
* lebexT pochopunupoBanus miekcTpuHa — AePUUUT IPOTEUHKUHA3HI-C;
* Hapymenue oOMeHa apaxuJOHOBOM KHUCJIOTHI W TpOMOOKCaHa - HapylleHHE
BBICBOOOXK/ICHUSI apaXWJOHOBOM KHUCJIOTHI - Je(PUIUT LHUKIOOKCUTE€HA3bl -
neUIUT TPOMOOKCAHCUHTETA3HI;
* AHOMaJINU JIEMEHTOB IIUTOCKENETa - CUHApOM Buckorra-Onnapuya;
* Hapymenue B3auMojelcTBUs TpoMOONUT-GaKTOp CBepThIBaHUS (AeheKT
dochonunuaoB MmemOpanbl) — cuHapoM CKOTTa,;
* CoueTaHHbIE BPOXKJCHHBIC HapylleHUs — aHoMayius Mes-XerriuHa, 00Jie3Hb
JlayHa, CHHAPOM ME3e€HXUMaJIbHOM aucmiazuu, TAP-cunapowm.
TpomOGouuTONATHH, CONPOBOKAAIIUECH TPOMOOUMTONEHHEH.
1. Masbie pazmepbl TpoMOOIIUTOB — cuHAPOoM Buckorra-Onapuya, X-crerieHHas
TPOMOOIIUTOTICHHUST,
2. HopManbHbIe pa3Mepsl — BpOKICHHAsI aMeTraKkapuoIuTapHas TpOMOOIIMTOIICHHUS,
TAP-cunnpom, amerakapuonurapHas TPOMOOIIUTONIEHUS] €  BPOXKJICHHBIM
paguoyJbHAPHBIM CHHOCTO30M, ayTOCOMHO-JOMHUHAHTHAs TPOMOOITUTOTICHNS,
ceMeiHas TpOMOOLMTONATUSI C MPEAPACIIOIOKEHHOCThI0O K PA3BUTHUIO OCTPOIO
MUEIIOUIHOTO JIENKO03a,;
3. Kpynasie tpoMOorutel — cuniapom beprHapa-Cynbe, cunapom Ju Jxopmxw,
TpOoMOOIUTAapHBIN TUIl Oone3nn BuieOpanma, CUMHAPOM CepbIX TPOMOOIUTOB,
APC-cunnpom, rpymnma cuaapoMoB MYH9, X-cuerienHass TpoMOOIMTONICHUS ¢
TaJIACCEMUEH, CUHJIPOM [Tapu-Tpycco, CpenunzemMHoOMOpCKas
MaKpOIIUTONATHYECKasT TPOMOOLUTONEHUS, U3IPUTPOINIOITHYECKAST aHEMUS C
TPOMOOIIUTOIICHUEH.
b. IlpuoOpereHHbIe (CHMIITOMATHYECKHE) TPOMOOIIMTONATHH.
1. Ilpu remo6nacTo3ax:
* IM3arperaloHHbIE TUIIOPETE€HEPATOPHBIE;
* popmel motpednenus (mpu passutuu JIBC-cunapoma);
* CMEIIAaHHOTO THIIA.
2. Ilpu  wmuenomponudepaTuBHBIX  3a00JE€BAHUSX U ACCEHIUATIBHOM
TPOMOOIIUTEMHUH.
3. [Ipu Butamun B12-nedurutHoii anemun.
4. Ilpu ypemuun (HapyIIieHHE aJAre3WBHO-arperalfioHHON ()YHKIIUH TPOMOOITUTOB,
pexe - peTpaKiuu CryCcTKa).
5. Ilpu muenomuou Oone3nu, Oone3nun BampneHncrpema, rammanatusx (Oiokamue
TPOMOOIIMTOB MaKpO- ¥ ApanpoOTEeHHAMHU ).
6. [Ipu nuppo3ax, omyxoJyisiX U Mapa3UTaApHBIX 3a00JIEBaHUAX NEYEHU (HapyLICHUS
aJre3MBHO-arperalliOHHON (YHKIIMU TPOMOOIIUTOB BCJIEIACTBHE META0OIUUYECKUX
HapylleHul, CeKBecTpalus TPOMOOLUUTOB B MOPTaJbHOM CHCTEME, MOTPEOJICHHE
KPOBSIHBIX IJIACTUHOK Ipu pa3Butuu JIBC-cunapoma).



7. Ilpu uuHre (HapyluieHue B3auMOAEHCTBUA C 3HnoTenueM u AJld-arperauueit).
8. Ilpu ropMOHaNBHBIX HAPYLUIEHUSX — TUIIO3CTPOT€HUU, TUIIOTUPEO03aX.

9. JlekapCTBEHHBIE U TOKCUT€HHBIE (POPMBI (IIPH JICUEHUU ACOHUPUHOM U APYTHUMHU
HECTEPOUHBIMH TPOTHUBOBOCTIAIIUTEIBHBIMU IpENapaTaMu, aHTUOMOTUKAMH -

KapOCHIIWJUTMHOM,  TEHUIIWUTMHOM;  TPAaHKBUJIW3AaTOpaMH, HUTpodypaHamH,
[UTOCTATUKAMU U JIp.).

10. [Ipu nyueBoit 00IE3HHU.
11. ITpu MaccHBHBIX TeMOTpaHCHY3UIX U UHPY3UAX PEOTOHUTITIOKIHA.

12. Tlpu Oonbmux TpoMOO3aX M THUTAHTCKUX aHTHOMaX (TpOMOOIUTONATHUS
noTpedIeHus ).



Kiimnn4yeckasi KapTuHa

TspkecTh KIIMHMYECKUX MpOSBICHUM BapuabenbHa W 3aBUCUT OT Buaa TII,
CTENEHU HapyIIeHUsI (PYHKIUU TPOMOOUMTOB (MOJHOE WM MapIUaIbHOE); MOXKET
MEHSTBCSA OT OJHOTO ANM30[a KPOBOTEUEHMS K ApyroMmy. IlepBble KIMHUYECKHE
MPOSIBJIEHUSI 4Yallle OTMEYAKTCs B pPaHHEM WIM JOUIKOJIbHOM Bo3pacre. C
BO3PAaCTOM HWHTEHCHUBHOCTh KPOBOTEUEHUH MOXKET YMEHBIIUTHCSA. Manbuuku |
J€BOYKH OoJieroT ¢ onuHakoBoi yactoToi. Jns TII xapaktepeH remopparuyeckuit
CUHAPOM 10 MUKPOLMPKYJISTOpHOMY TUMy. KoKHbIe remopparuu B BUje MeTEeXuit
U DKXHMO30B, KpPOBOTEUEHHS W3 CIU3HUCTBIX O00OJOYEK: HOCOBBIE, JIECHEBBIE,
MaTOYHBIE, MOYEYHBIE, YKETyTOYHO-KUILIEYHBIE; MIOCJIEOTIEPAIIMOHHBIE
KPOBOTEUYEHUS; PEIKO — KPOBOM3JIUSHUS B TOJOBHOW MO3I. DHJIOTEIUAIbHBIE
pOOBI MOJOKUTEIbHBIE.

[lo HammM AaHHBIM, OCHOBHBIMH CHMIITOMaMH MOBBIIIEHHONW KPOBOTOUYHMBOCTU
npu TII y nereit siBisitoTCsi HOCOBBIE KpoBoTeueHus: (86%), KOXKHbIE TeMOpparuu
(81%), rumep-nonumenopes (y 63% neByliek, uMeBIIMX mensis). B ocHoBe
U30JIMPOBAaHHBIX HOCOBBIX KpoBoTeueHHl y 80% J1erei JekKUT KadyeCTBEHHBIM
nedekr TpoMOomuToB M Jsniib B 20% ciy4aeB penuIMBHPYIOLUIME HOCOBBIC
KPOBOTEUECHHUS y JeTell 00yCIIOBIIEeHBI JIoKanbHOM natonoruer JIOP-opranos unu
TUIIEPTEH3UOHHO-TUAPOLEDaTbHBIM CHHIPOMOM.

KpoBoTeueHuss Moryt OBbITb CHOHTAaHHBIMM WJIHM JK€ BbI3BAHBI JIEHCTBUEM
OPOBOLMPYIOMIMUX  (PAKTOPOB: BHPYCHbIE WM OakTepualbHble HH(EKIUH,

XpOHUYECKHME  BOCHAIMUTENbHbIE  3a00JIeBaHUS,  TPaBMbl,  OINEpPATHUBHbIE
BMeEIIATENbCTBA, MHCOMSALMA, (pusnoTepanestuueckue npoueaypsl (YOO, YBY),
OpUeM  JIGKQpCTBEHHBIX  TPEMapaToB WM  MPOAYKTOB,  SIBIISIIOIIUXCS

TPOMOOIIUTAPHBIMA HHTUOUTOPAMHU.

Y OompmmHcTBAa gAetedd ¢TIl  BBIABIAIOTCA NpU3HAKK  JAWCIUIA3UU
COCIMHUTEILHOM TKaHW (HapylI€HWE OCaHKH, IUIOCKOCTOIHE,  MpoJarc
MHTPAJILHOTO KJjlallaHa, J00aBOYHBIC XOPJBI B JIEBOM JKEIyAouke, HeppornTo3 u

zp.).



JAuarnocruka

AHaMHe3: HaJIM4KE MOBBIIIEHHONW KPOBOTOUHUBOCTH Y POJICTBEHHUKOB U KOXKHBIN
reMOpparuyeckuii CUHApPOM (TIETEXWU, SKXMMO3bI) C paHHEro Bo3pacTa IMpuU
HacieactBeHHsix  TII  (kak  mpaBuiio,  ayTOCOMHO-IOMHHAHTHBIA  THUII
HaclIeJIOBaHUs); PEIUIUBUPYIONINE HOCOBBIE KPOBOTEUEHHUs (IMU30IBI JIPYTUX
KPOBOTEUEHU), JJIUTEIbHbIC KPOBOTEUYEHHUS MPHU TpaBMax, HKCTPAKIUU 3YOOB,
JIPYTUX XUPYPrUYECKUX BMEIIATEIbCTBAX; OOBEM MEHCTpyallud Yy JEBOYEK
ny0epTaTHOrO BO3pacTa.

JlaGopatopHasi AMArHOCTHKA:

1) HOpManbHOE WK CYOHOPMaJIbHOE KOJUYECTBO TPOMOOIMTOB (B HEKOTOPBIX
CJly4asxX yMEPEHHOE MOBBINICHUE WIN CHUKEHHE TpoMOomToB 10 100 x 10° /im);

2) nHapymieHa MOpGOJIOTHS KPOBSHBIX TIJIACTUHOK (aHW30-, TOWKWUJIOIUTO3 U
BaKyOJIM3aIus);

3) BpeMst KpoBOTeUeHUS 110 J[1OKe yIJTMHEHO UK B HOPME;

4) peTpakiiusi KpOBSIHOTO CT'yCTKa OTCYTCTBYET, CHUYKEHA UJIK B HOPME;

5) cHWXeHa arperaiusi TpOMOOITUTOB ¢ pa3aIuYHbIMU arperanTamu: AJI® B Mabix
1 O0JBIIMX J03aX, aJPeHANIMH, KOJJIareH, TPOMOUH, pucTOMUIMH (Tabi. Nel);

6) HapylieHa aJare3WBHas CIHOCOOHOCTbh KPOBSIHBIX IIACTHHOK IMPU KOHTAKTE CO
CTEKJIOM MJIM KOJUJIAr€HOM;

7) CHIKEHAa AaKTUBHOCTH JEruAporeHas (CyKIMHATAETUIpOreHaza | anbda-
rmrnepodocdaraeruaporeHaza) B TpoMOOIIUTAX.

C uenpio nuddepeHraTbHON IUATHOCTUKU C KOAryJIONaTUSMHU HCCIETYIOT
remokoaryinorpammy (AUTB, IITB, TB), npu HeoOxomumocth — (HaKTOpPBI
ceeptbiBanus kpou (VIII, IX).

Jlnst  moatBepkiaeHus MeMOpaHHOTO Jedekra TPOMOOIIMTOB OMPEACIISIOT
rmkonporenasl  (GP) ¢ momMompbl0  MOHOKIOHANBHBIX — aHTUTEN (B
CHEIUAIN3UPOBaHHBIX Jlaboparopusix). B wacTHocTH, mpm TpombOacTeHHH
I'manmvana HaOMIOAeTCS KOJWYSCTBCHHBIM M KaueCTBEHHBIN JePeKT KOMILIeKca
GPIIb/ Illa TpomOoruTapHOl MeMOpaHbl, B pe3yibTaTe HAPYIIACTCS CBSI3BIBAHUE
TPOMOOIIUTOB ¢ (UOPHHOTCHOM M, COOTBETCTBEHHO, HE MPOHCXOJMT arperamus
TPOMOOIIMTOB. DIEKTPOHHASS MUKPOCKOMHS MO3BOJSET BBISBUTH ACHUIIUT TPaHYIT
B KPOBSIHBIX IJIACTUHKAX.

[Tpu Tpombactennn ['manmmaHa (ayTOCOMHO-PEIIECCUBHBIN THUIT HACIEIOBAHMS)
u atrpom6Ouu | Tumna (ayTocCOMHO- TOMHUHAHTHOE HACIEOBAHUE) OTMEUAETCS PE3KOE
cHmxkenue arperauuu ¢ AJID, agpeHaIMHOM, KOJUJIAar€HOM M TPOMOWHOM, HO MpHU
ATOM PpETpPaKIUsi KpPOBSHOTO CryCTKa CHUKE€HAa WM OTCYTCTBYET IMpH
TpOMOACTEeHUH, a IPU aTPOMOUN — B HOpPME.

[Tpu TII ¢ HapylIeHNEM «PEaKIIMH BHICBOOOXKICHUS» U «HEIOCTATOYHBIM TYJIOM
XpaHEHUs» TUMHYHBIM SIBJISIETCS OTCYTCTBHE KOJIJIar€H-arperaiud U «BTOPOU
BOJHB arperanun Ha AJ[® wu agpenanuH. Perpakuus KpOBSIHOTO CryCTKa B
HOpME.



[Ipu HaciencTBEHHON TreMopparndeckoi TpoMOoaucTpopuu (MakpolUTapHas
tpombonuctpodust  bepnapa-Cyinbe) ayTo- COMHO-PEIECCUBHBIN
HACJIEeI0BaHUS — YacTO YMEpPEHHash TPOMOOLUTONEHUS, Peo0Iaaat0T TUTaHTCKHUE
(OopMBI TPOMOOIIMTOB, PE3KO CHMXKEHA aJIre3Usl K CTEKIY U KOJUIareHy, Ha- pylieHa
arperamusi ¢ pUCTOLETHHOM.

[Ipu Gone3nu BunnebGpanaa (ayTOCOMHO-JOMUHAHTHBIA THUIT HACIICIOBAHMS)
TpoMOoIMTONaTUs (CHUKEHA aAre3us K CTEKIy U KOJUIareHy, HapylleHa arperamnus
C PUCTOMMIIMHOM) HOCUT BTOPHYHBIN XapaKkTep, a MEPBUYHBIM SBIsSIETCS 1e(PEKT B
KOAryJsiMUOHHOM 3BEHE reMocTas3a (CHWKeHa akTUBHOCTH (akropa VIII, ypoBeHs
W/WIM aKkTUBHOCTH (hakTopa BumneOpanga). Tum KpoBOTOUMBOCTH CMEIIAHHBIN

THUII

(reMaToMHO- MUKPOLUUPKYJISITOPHBIN).

Tab6n.1 Hapymenue arperaiuu TpoMOOIIUTOB B COOTBETCTBUH C TUIIOM TPOMOOIIUTOTIATHH.

JAuaruos

Hapymenne arperanuu

I[OHO.]IHI/ITBJ'[I)HI)IC NMPpU3HAKH,
HCCJICJ0OBAHUA

bonesns bepuapa-Cyinbe OrcyTcTBHE OTBETa Ha | MakpoTpoMOOITUTOICHHUSI.
PHUCTOLETHH HUckmounts 6oe3us Bunebpanna.
Uccnenopanne xommuectsa Gplb B
MIPOTOYHON HUTOMETPUU
Bonesur BuineOpanma Tun | [ToBblllieHHEe  arriOTHHAIMH € | TpOMOOIIUTONCHHUS, BO3MOXKHO
2B, MICEBA000NE3Hb | HU3KOM KOHIICHTpAITUECH | HAaJWM4Ue CKICHBAHUS TPOMOOITUTOB.
Brnebpanga pHUCTOLIETHHA Hccnenosanus vWF
Tpombacrenus [ manmMana OrcyrctBue oTBeTa Ha  Bce | [Iporounas LIUTOMETPUS -
aroHUCTHI, KPOME PUCTOIIETUHA uccienoBanre koauaecTsa ollbp
AcTIApUHOIIOT00HBIH OtcyTcTBHE OTBETa Ha | B aHaMHe3e Hanuune MHTUOUTOpA K
CHUHIPOM apaxumoHoBylo  kuciory 1npu | COX-1

HOpMaJTbHOM oTBeTe Ha U46619,
MOHMKEHUSI OTBETA C HU3KOU
KOHIIEHTpallMen KoJiareHa

Hebexr cekpenuu, IaedeKT
O- TpaHynI

Hanuune CHHXXEHHOTO OTBETa K
HECKOIIBKUM aronmctam: AJlD,
KOJUTareH, duHePpHH

DNeKTpOHHAsT MHUKPOCKOIIHUS — WITH
MPOTOYHAS] ITUTOMETPHS IS OIICHKH
TUIOTHBIX TPaHYIT

Hedexr pernenrropoB AJID CHmwkeHue winu  orcyrcTBUe | [IpoTouyHas nUTOMETpUA A7l OLEHKU
orBera Ha AJI® B anamnese | xonudectBa P2Y12.
Hanmmane narunoutopos AJ1D.
Cunapom cepbix | IloHmxenue OTBETa Ha | Makporpombonutonenns. Hammuaue
TPOMOOITTOB aKTUBAlMI0O TPOMOWHOM W/WIM | CEPHIX TPOMOOIUTOB (MOpdomorus

KOJIJIar€HOM

TPOMOOITUTOB). [Iporounas
IUTOMETPUSL [UISl OLEHKU aibga-
rpaHyn




Jleuenue

Jlewenne TII BkIIOYAET HEOTIOXKHYIO TEpamuilo [  KyNUPOBaHMS
reMopparuyecKoro CUHAPOMa U MPOPUIAKTUUECKUE MEPOTIPUATHSI, HAIPABJIECHHBIE
Ha MPEeIOTBPAILlEHUE WU YMEHbIIEHHE KPOBOTOUYUBOCTH |
1. [TonHoueHHoe nuTaHue, 0oraroe BUTAMUHAMMU, TOMOJIHUTEIBHO apaxHuC;

2. Jleyenue ocHOBHOro 3aOosieBanust npu cumnromatuueckux TII, uzberas
Ha3HAUEHUs TMpenapaTtoB W (U3MONPOLEAYp, MOJAABISAIOMIUX AJr€3UBHO-
arperalMoHHyI0 aKTUBHOCTb TPOMOOILIMTOB (aCIUPUH, aHAJIBIMH, KapOCHULIUIUIHH,
cynbhanunamuasl, 6apourypatsl, YBY, AT, YOO u ap.);

3. AHTHONPOTEKTOPHI (AUIMHOH, dTam3unar Hatpus 0,25 BHyTph mo Y4-1 Tabn. B
JICHB);

4. Arperantsl (agpokcon 0,025% p-p 1-2 ma B/M, kKapOOHAT JNUTUS BHYTPb IO
0,05-0,1 r 3-4 paza B neub, ATD 1% p-p 0,5-1 M1 1/k B coueTaHuu ¢ pernapaTamu
Maravsi — >okeHass Mar"esusi BHyTpb 0,25-0,5 r 3-4 paza B aeHb, marHe B6,
MarHepoT U KaJbIUs — TJIFOKOHAT, JIAKTAT, TAHTETOHAT);

5. Muaruburopsl ¢pubpuHOIN3a (MCUIOH-aMUHOKAIIPOHOBAsI KUCIOTa B BUae 5%
pactBopa wu3 pacuera 0,1-0,2 1/kr BHyTpb, namba Wi amMOEH BHYTpB,
TpaHEeKcamMoBasl KUCJI0Ta — TpaHcamya 5% pacTBop, sK3auui B pazoBoi no3e 10-
15 mr/kr 3-4 paza B CyTKH);

6. IlpenmapaTsl MeTaOONMTHOrO MAEUCTBUS B BHUIE JBYX CXeM (OpUTHHAaJbHAs
METOJIMKa): pUOOKCUH M OpOTaT Kalusi BHYTPb B T€UEHHE 3 JIHEH, 3aTeM BUTAMUH
B12 B/M, ponueBas kuciora, Butamuabl U 1 B15 BHyTph B Teuenue 7-10 gueit (1-
g CXeMa); OpoTaT Kayus, JHIOeBas KHUCIOTa BHYTPb M PUOOQIaBUHMOHO-
HyKJIeoTH B/M B TeueHue 10-14 nueit (2-s1 cxema).

7. Butamunsl C, P, A, acKOpyTHH;

8. KpoBoocTaHaBnuBarolue TpaBbl (KpanuBa, THICSYEIUCTHUK, 3E€MJIISTHUYHBIN
JUCT, TACTYIIbsS CyMKa, 3Bepo0O#, 3aiflie- TyO, AYIIWIA, BOJSHOW Tepell,
IIUTOBHUK) — | CT.JI. TpaB (He Oomee 2-X) 3aMBaeTCs CTakaHOM KHUMsTKa Ha 10-
15 mun. Ilpuaumare mo 1 crur. wnm 1/2 crakaHa B JIeHb B 3aBHCHMOCTH OT
BO3pacTa,

9. Jlnis MeCTHOM OCTAaHOBKHU KPOBOTEUYEHHUI HMCIIOIB3YIOT T€MOCTATUYECKYIO TYOKY,
tpoMOuH, 5% osncunon-AKK, 5% tpancamuy, 0,025% anpokcoH, NHEpeKUCH
BOJI0OPO/1a, TPOBOJAT HETYTYIO NIEPEIHIOI0 TAMIIOHAAY HOCA;

10. Tlpm Tsxenbix TPoQy3HBIX KPOBOTEUEHUSX — B/B  JMICWIOH —
aMUHOKAIPOHOBas KucioTa 5% u3 pacuera 1-2 MII/KT WU TpaHEKCaMOBask KHCIOTa
5% (TpoTUBOMOKA3aHbl IPU MOYEUHOM KPOBOTEUYEHUM), TUUMHOH 12,5% pacTBop
1-2 My, TpoMOOKOHIIEHTpAT 1-2 1038,

11. Tlpu MaTO4YHBIX KPOBOTCUECHUSX BBICOKOI(P(HEKTUBHBI TOPMOHAIbHBIC
IIPOTHUBO3a4aTOYHbIE CPEICTBA.



JleTh Cc [AMAarHo30M HAaclEICTBEHHas TPOMOOLMTONATHS HAOMIOAA0TCsS B
CHEIUANIM3UPOBAHHBIX ~ IEMaTOJIOTMYEeCKUX  HeHTpaxX.  JKusHeyrpoxaromme
COCTOSIHUS 4acTO TPEOYIOT MepeuBaHusl TPOMOOLIMTOB C LETbI0 KOMIIEHCAUU UX
BPOXKICHHOUN AUCHYHKITUH.

[Ipy pa3BUTUM KPOBOTEUEHUN CpEeIHEH M TSKEIOW CTENEeHW HeoOXOIUMO
CHUCTEMHOE BBeJieHHE mnpemnapatoB: gecMmonpeccud (DDAVP) u aktuBupoBaHHBIN
pexoMOuHaHTHBIN (akTtop cBepThiBanus kKpoBu VII (rVIla). AntuduOpunonutuku
NPOTUBONOKA3aHbl MPU T'€MATYPUH M3-3a OMACHOCTU Pa3BUTHUSL OCTPOM MOUYEYHOMU
HEJOCTATOYHOCTH.

JlecmonipeccH ~ SIBASIETCS.  CHUHTETUYECKMM  aHAjJoroM  Ba3oNpecCHHA
(aHTHAMYpEeTHYECKOTrO TOpMOHA). MIMeeT BhIpaKeHHBIN MPOKOAryIsTHTHBIN P ekt
— TOBBIIIAET KOHIIEHTpauuio ¢pakropa ceeprbiBanus kpou VIII (FVII) u vWF B
wiazme. Hasnawaercs mpu konmdectBeHHOM nedunure (axtopa BumneOpanpa.
Ero mMoxxHO BBOIWTH BHYTPUBEHHO, MOJKOXHO M WHTpaHazaidbHO. CTaHmapTHas
no3a DDAVP cocraBnser 0,3 mr/kr (e Oosee 20 Mr) BHYTPUBEHHO (WM
noakoxHo) win 300 mr uHTpa”azanbHo (150 Mr y gereit ¢ Becom meHee 50 kr).
Makcumainbnbie 3HaueHust VWF B tutazme nocturarores yepe3 30 — 60 MuHyT npu
BHYTPUBEHHOW MHBEKIMU U yepe3 90 — 120 MuHYT nipy Ha3aJbHOW U MOJKOXKHOMU
aagMuHuCcTpanuu npenapata. OteT Ha iedueHrne DDAVP MoxeT ObITh pa3auyHBIi.
[ToaToMy mepen Ha3HaUYE€HUWEM JAHHOTO Tpernapara HEOOXOAMMO BBECTH MPOOHYIO
TEpPaNeBTUUECKYIO0 A03y MpPU OTCYTCTBHM KpoBoTeueHus. Eciam uepe3 30 MuHyT
uwin 60 MUHYT (BHYTPUBEHHOE M IIOJIKOKHOE BBEJCHHE, COOTBETCTBEHHO) Y
nanyenTa HabmomaeTcs okuaaeMblii mogbeM KoHueHtpauuu FVIII, to DDAVP
Ha3HA4yalT B Ka4eCTBE remoctatuueckoi tepanuu. [Tpu tepanuun DDAVP moxer
HAOJIIOIaThCA 3a/IepKKa JKUJIKOCTH B OpPraHU3ME M TUIIOHATPHEMHS, MOSTOMY B
Te4eHue 24-X 4YacoB IIOCJIE BBEACHUS INpenapara MalUeHTaM pPEKOMEHAYETCs
OrpaHu4uTh 00BeM moTpebmsiemoibkunkoctd. [lo  3Toi ke  mpuYHHE,
JECMOIIPECCUH HE MpuMeHsieTcss y gered muaame 2-x jger. DDAVP crnemyer
Ha3HA4YaTh C OCTOPOKHOCTBIO y TAIMEHTOB C THIEPTOHHUEH, OpOHXHATHHOU
aCTMOM, THUPEOTOKCUKO30M H  XPOHUYECKUM HedpuTOoM.  AOCOIIOTHBIM
MPOTUBOIIOKA3aHUEM  SIBISIIOTCA ~ OIWJIENICUS, OEpPEeMEHHOCTh,  CeplAevYHas
HEJ0CTaTOYHOCTh U MTPOrPECCUPYIOLIUI aTEPOCKIIEPO3.

Tpancdysust  TpoMOOIIMUTOB -  KpaeyrodbHBIM KaMHEM B  Tepaluu
HACJICJICTBEHHBIX TPOMOOIIMTOIATHIH C YTPOXKAIOIUMHU KU3HU KPOBOTCUCHUSIMHU U
y TaIeHToB ¢ HeA(P(HEKTHBHOM IeMOCTATUYECKOW Tepanuel HecrenuGuaecKumMu
npenaparamMu.  bonpHBIE € TSDKENBIMH  HACJICACTBEHHBIMU  JehexTamu
tpombouuToB  (cuHiapom  bepnapa-Cynbe, cunapom  Buckorra-Ongpuua,
TpomOacTeHus [7aHIMaHa) YacTO HYXKJIAIOTCA B PETrYyJSPHBIX TpaHCPy3UIX
TPOMOOILIMTOB, HECMOTPS Ha PHUCK pa3BUTUA auiouMmyHu3auuu aub6o xk HLA
aHTHTeHaM, JTH0O K TTOBEPXHOCTHBIM IIHKONpoTenHaM TpoMoOonutoB (Gpl-b-1X-V



i allbB3). Pa3Butue pedpakrepHoCcTH K TpaHCPY3UH XapaKTepU3yeTCs
OBICTpHIM ~ HUBEJIMPOBAHUEM NEPEIUTHIX TPOMOOLMTOB M3 KPOBOTOKAa H
oTcyTcTBUEM TepamneBThuueckoro s¢¢dexra. Cnenuanuctel United Kingdom
Hemophilia Center Doctor’s Organization (UKHCDO) pekoMeHAYIOT MPOBOAUTH
TpaHcPy3uu TpoMOOLUTOB, coBMecTUMBIX 0 HLA, ¢ 1enpio moHmXeHus: pucka
pa3BUTHs AJUIOMMMYHHU3AIMU Yy JAHHOW Tpynnbl nanueHtoB. OpHAaKo, 3TO HE
BCErJa BO3MOXXHO, OCOOEHHO B CJy4yae Pas3BUTHSI OCTPOTO, >KM3HEYTPOKAIOIIETO
KPOBOTEUEHHUS.

PexoMOuHaHThIN akTUBUpPOBaHHBIN (akTop cBepThiBaeMocTu kpoBu VII (rFVIla)
aBigercss 3QQGEeKTUBHBIM T'€MOCTATUYECKUM CPEJCTBOM Yy JE€Ted U B3POCIBIX C
JUArHo30M TpPOMOOUMTONATHS, OCOOEHHO Yy TAIMEHTOB C TpoMmOacTeHueu
I'manimmana u Oonesnwsio bepnapa-Cynwe. B TepaneBtuueckux no3ax rFVlla
HanpsIMylo, HE3aBUCMMO OT TKAaHEBOro ¢akropa, aktuBupyer ¢akrop X Ha
MOBEPXHOCTH aKTUBHUPOBAHHBIX TPOMOOLIUTOB, JIOKAJIM30BAaHHBIX B  30HE
HNOBPEXKJEHUSI. OJTO MPUBOAUT K OOpa3oBaHUIO W3 MPOTPOMOMHA TPOMOHWHA B
OOJBIIIOM KOJMYECTBE HE3aBUCUMO OT TKaHEBOro Qakropa. pyrumu cioBamu,
dbapmakonuHamudeckuii dhdexr ¢aktopa VIla 3akmroyaeTcs B YCHUIEHHOM
MecTHOM oOpaszoBanuu (axtopa Xa, TpomOunHa u ¢(uoOpuna. rFVIla sasnsercs
npermapatoM  BbiOopa y  OonbHBIX  TpoMmOacteHuedt — [mannmana ¢
AUTOMMMYHH3aIMed WKW C pePpaKkTepHOCTHI0O K TpaHCHY3USIM TPOMOOIIUTOB.
CraptoBas no03a coctaisieT 90 MKI/KT ¢ MOBTOPHBIM BBEICHHEM KaxKible 2-3 yaca
0 MOMEHTa OCTAaHOBKM KpoBoTeueHHs. OIHAKO, Ha CErOJHAIIHHMA J€Hb HET
JOCTaTOYHOr0 O0BbeMa KIMHUYECKUH HNaHHBIX 00 3((PEKTUBHOCTH JEHUCTBUS
npenapara y 00JIbHBIX ¢ TPOMOOIMTOIIATHUS MH.

[IporHo3 s KW3HU TPU OTCYTCTBUM BHYTPUUEPENHBIX KPOBOWBJIUSHUA —
OJIarONpUSTHHIN.



JAucnancepHoe Had/101eHHE

[TarueHTBI € TPOMOOIMTONMATHSMH  JOJDKHBI ~ TIPOXOJUTH  PEryJspHBIC
JMCTIaHCEepU3alliU, HE3aBUCUMO OT HAJIUYMS TeMOpparuueckux 3mu30/10B. OcMoTp
neauaTpa U reMaTojiora MUHUMYM | pa3 B 6 MecsIeB, OCMOTpP OTOJIApUHIOJIOTa U
ctomatojiora MuHUMYM 1 pa3 B roa. Kpome Toro, HeoOX0AMMO MPOBOJUTH
7a00paTOpPHBIM KOHTPOJIL - OOMIMKA aHadu3 KpPOBU, OONMN aHAIM3 MOYH,
Koaryjorpamma, arperanus TpomoouutoB ¢ AJl®D, snuHeppUHOM, KOJIJIAT€HOM,
apaxuJIOHOBOM KUCJIOTOM, TPOMOOKCAHOM - MUHUMYM | pa3 6 MecsIeB.

[TpodunakTidyeckue TPUBUBKU HE MPOTHUBOMOKA3aHBI MPU KOMIICHCAIIUH
npoiiecca. [loBbillieHHAss UHCOMSALINS HE PEKOMEHTYETCS.



3aKJII0ouUeHHue

TpomOonuTonaTuss y JAeTeil MMeeT BakHOE 3HaueHue. J[isg Bpadya BaKHBIM
SBJISIETCS. CBOEBPEMEHHOE TMPOBEJICHHE BCEX HEOOXOIUMBIX JUATHOCTHYECKUX
WCCIIEIOBAHUM TPU TEPBBIX MPOSIBICHUS TPOMOOUMUTONATUM, TPABUIbHAS
MOCTAaHOBKA JMAarHo3a, Ha3HAYCHUU IPABUIIBHOTO JIEUEHUS M OCYILECTBIICHUE
JUCIAHCEPHOT0 HAOMIOAEHUS 32 MalUEHTOM.
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