OCHOBHbIE (haKTOPbI CBEPTbLIBAIOLLIEN CUCTEMbI KPO

dKT A3MbI KDOBH

Top I (pubGpuHOreH) - BayKHEHIINI KOMITOHEHT CBEPTHIBAIOLIEN CUCTEMbI KPOBU. CUHTE3UPYETCA B T€UYE€HU, KOHLIEHTPALUS €0 B [/Ia3Me KPOBH

/ YyeJsIoBeKa COCTaBisieT 8,2-12,9 MKMOJIb/ 1.
®axrop II (mpoTpoMOUH) sB/ISIETCS OAHUM M3 OCHOBHBIX O€/IKOB [/Ia3Mbl KPOBH, OTIPE/IeISIOINX CBEePThIBAaHKE KPOBH. [Ipy rUAPOIUTHYECKOM
paclieruieHUy IPOTPOMOKMHA 06Pa3yeTcst aKTUBHBIN (pepMEeHT CBEPTHIBAHMS KPOBHU - TPOMOUH. Posib mpombuHa 8 npoyecce caepmuleaHus Kposu He
ucuepnwigaemcs e2o deticmauem Ha PubpuHozeH. B 3asucumocmu om KoHyeHmpayuu mpom6uH cnocobeH akmusuposams uaU UHAKMUBUPOBATNb
npompom6uH, pacmeopsams GubpuHoBbLl c2ycmok, a makice nepesodums npoakyenepuH e akyeaepuH u op. KoHueHTpanuys nporpoM6uHa B 1iasme
KPOBH 1,4-2,1 MKMOJIb/ /1. CHHTE3HUPYeTCs B [TeYeHH, B €ro CHHTe3e puHuMaeT yuactue ButamuH K. OnHa us cneruduyeckiux 0co6eHHOCTEH MOJTEKY/IbI
MPOTPOMGHHA - CITOCOGHOCTD CBSA3BIBATH 10-12 MOHOB Ka/IbLIFSI, IIPU 9TOM HACTYIAIOT KOHPOPMALIIOHHbIE U3BMEHEHUsI MOJIEKY/IbI GeJlKa.

®daxrop III (TkaHeBbIit (PaKTOP, MK TKAHEBBIN TPOMOOIUIACTHH) 006Pa3yeTcs MPY MOBPEXAEHUH TKaHei. DTO KOMIUIEKCHOEe CoeJUHeHre
JITIONPOTEUAHON MPHUPO/IbI OT/IMYAETCSI O4€Hb BBICOKOM MOJIEKY/ISIPHOM Maccol - o 167 000 000.

(I)aI(TOP v (I/IOHI:-I KaJIBI.[I/ISI). HopMaanaﬂ CKOPOCTbB CBEPThIBAHUA KPOBU obecreuynBaeTcs IUILIb ONTUMaJIbHBIMUA KOHLEHTpalusIMU1 NOHOB Ka/IbLIHs.
,H']Iﬂ CBEPThIBAaHUA KPOBU Y€/I0BEKAQ, ,aeKaH]:].LPIHPIpOBaHHOfI C IOMOUIbIO I/IOHOO6MeHHI/IKOB, OIITMaJ/IbHAsA KOHLEHTPpalys NOHOB Ka/IbLIUs OIIpeZie/I€Ha B
1,0-1,2 MMOJII)/JI. KOHU,EHTan,I/IH Ca** HM)Ke U BhIILIe ONITUMAJILHOMU O6YC}IOB}II/IBaET 3aMeJieHHe IpoLecca CBEPThIBaHMSA. Honsl Kanbys UTPpalOT BAXXHYIO
POJIb IIOYTHU Ha BCEX (basax (CTa,U,I/IHX) CBEPThIBAHHWA KPOBU: OHU HEO6XO,ZLI/IMI)I AL O6pa30BaHI/I$[ dKTHUBHOTO cbaKTopa X ¥ aKTUBHOTO TpOM6OH]’IaCTI/IHa
TKaHeﬁ, NMPpUHHUMAIOT Y4aCTHUE B aKTUBALIM IIPOKOHBEPTHUHA, O6pa30BaHI/II/I TpOM6PIHa, JIaGI/IJII/ISaLLI/II/I MeM6paH TpOMGOLLI/ITOB " B pyrux rmpoueccax.

dakrtop V (mpoakierepuH) sIB/IsIeTCsI TPeLIeCTBEHHUKOM aKiieleprHa (akTHBHOTo dakTopa), cuHTe3upyercs B meyeHu. CylecTByeT BpOXKAEHHAsT
He/IOCTaTOYHOCTH B KPOBHU dakTopa V, KoTopasi HOCUT Ha3BaHuUe IapareMoU/INU U MTpeJCcTaBIseT co00i OAHY U3 Pa3HOBUHOCTEN reMOpparuyecKux
JUaTe30B.

AxTuBHBI pakTop V (aKije1leprH) HEPeAKO PacCMATPUBAIOT KAaK CAMOCTOATEIbHBINH (AKTOP, KOTOPHIH 0603Ha4aroT pakTop Kak VI.

daxrop VII (MpOKOHBEpPTHH) - MPeALIECTBeHHUK KOHBEPTHHA (MM akTUBHOTO dakTopa VII) yuacTByeT BO BHELIHEM Iy TH CBEPTHIBAHVS KPOBH.
Cunresupyercs paxrop VII B neuenu npu yyactuu ButamuHa K.

daxrop VIII (anTHremopmabHbIN I1OOYINH A) SB/IsI€TCST HEOOXOAUMBIM KOMITOHEHTOM KPOBH 1151 GOPMUPOBAHMS aKTUBHOTO dakTopa X.
BpoxaeHHsIit HegocTaTok dakropa VIII sBiasieTcss npudnHOiL TsDKemoro 3a6omeBanus - reModruiny A - HanGostee 4acToil GOpMbI KOAry/IONaTHH.
daxrop IX (anTHreMmodpuabHbIi r1o6ynuH B). [emopparnyeckuii guares, BBI3BaHHBIN HELOCTATOYHOCTHIO pakTopa X B KpOBH, Ha3BIBAIOT
remo¢umeit B. O6sruH0 nipu gedunute paxropa IX remopparrnyeckrie HapyLIeHHsI HOCST MeHee BBIPKEHHBINM XapaKTep, YeM IPU HeAOCTaTOYHOCTH
¢dakropa VIII. Muorza dakrop IX HassiBatoT pakropom Kprucrmaca. Pakrop IX nprHMMaer yyactre B 06pa3oBaHUM aKTUBHOTO dpakTopa X.

®axrop X (Ppakrop IIpayspa - Crroapra) yuactByer B 06pa3oBaHMH TPOMOHHA U3 IPOTPOMOHMHA. Y MALIMEHTOB C HEAOCTATKOM (paKTopa X yBeTndeHO
BpeMsi CBEPThIBAaHHSI KPOBH, HapyllleHa yTHU/IU3aLus nporpoMbrHa. KnnHudyeckast KapTHHA IPU HeJOCTaTOYHOCTH ¢pakTopa X BbIpaykaeTcsi B
KPOBOTEYeHMsIX, 0COOEHHO IT0C/Ie XUPYPrHYeCKUX BMellaTe/IbcTB Wi TpaBM. Pakrop X cMHTe3UpyeTcs KIeTKaMU IleYeHH; ero CUHTe3 3aBUCHUT OT
copepxxanus ButamuHa K B opranusme.

daxrop XI (pakrop Posenrans) - anturemodpuibHelin pakTop GenrkoBoit mpupozasl. HemocratouHocTs 3T0T0 daKropa npu remodrmuu C Gbl1a OTKphITa
B 1953 I. Po3enTtanem. ®akrop XI Ha3bIBAIOT TaK)Ke [/Ia3MEHHBIM IIPe/IIeCTBEHHHKOM TPOMOOILIACTHHA.

®axrop XII (pakrop XaremaHa) y4actsyer B IIyCKOBOM MEXaHU3Me CBEPThIBAHUSI KPOBH, CTUMY/IUPYeT GUOPUHOMTUTHYECKYIO aKTUBHOCTD, KUHUHOBYIO
CHUCTEMY M HEKOTODbIE IpyTHe 3allUTHbIe PeaKluy opranusMa. Aktusauysi paxkropa XII mporcxoauT npexzae Bcero B pesyssraTe B3aUMOJEHCTBHS €ro ¢
pasanYHbIMH "Hy)XepOAHBIMHU TOBEPXHOCTSIMU ' - KOXKel, CTEKJIOM, META/LJIOM H T. [,

®axrop XIII (pubpuHcTaGuInsUpyoUuii pakTop) siBasieTcs: GeTKOM IIa3Mbl KPOBH, KOTOPBIN CTaOUIU3UPYyeT 00pa3oBaBLiniicst puGpPHH, T. €. OH
y4acTByeT B 06Pa30BAaHUH ITPOYHBIX MEXMOJIEKY/ISIPHBIX CBsi3eil B GUOPUH-TTOTMEpE.
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I'KB Ne 22
KOAIYNOFPAMMA Ne

PUO Heanoe U H. Otpenenve HTO, 11!
Ne uct. 6-Hn 44633  OuarHos

AHTHKOAr. Tepanus

Bpemsa BasiTus KpoBU 11.08.2008

Pesynetatr Hopwa  Eaudnus

HAMEPEHUA
BPEMA CBEPTLIBAHWA 510 MBHYT
AKTUBHPOBAHHOE BPEMA
pekanbiucukayu (ABP) 50-7¢ CeKyHA
AKIMBMPOBAHHOE YACTUMHOE
TPOMBONNACTUHOBOE BREMA
(AMTB) —— 2435 CEKyH
MpoTpoMOUHOBEIA UHAEKC 80-120 %
KonuenTpayna dpubpuvoreHa 2-4 /n
TpomburoBoe BpeMA 11-17,8 CeKyHAa
PacTreopumbie ubpun-
MOHOMEDHLIE KOMMNEKCHI
{POMK} 404 Mmr/100 mn

HATA {foaRWCH
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* Koarynorpamma
bA3OBbIE

PubpuHoeeH. BaxHeHITHUH TECT COCTOSHHUS CHCTEMBbI
CBepPTBHIBAHUSI, CAUHTE3UPYETCS B IleYeHu. B Hopme 2-4 1/71.

[Ipompomb6uHossiti undekc (I1TH) - cpaBHHUBaeTCst BpeMsi
CBEPTHIBAHUS T/Ia3Mbl B HOPMe K TAKOMY )K€ BpeMeHH Y
naieHTa. Hopma 93-107%.

MHO (mexcdyHapodHoe HOpMAanUu308arHHOe OMHoOWeHUe),

[ITB (npompombuHosoe 8pems)- TIOKa3aTeb O3HAYAEeT BpeMs
oOpa3oBaHHs TPOMOMHA U3 HEAKTHUBHOM ero popMbl (Oenka
IIPOTPOMOMHA).

AxkmueuposaHHoe Yacmu4Hoe mpombonaacmuHo8oe 8pemsi.
Hccnenyetcs Bpems, uayliee Ha 0Opa3oBaHHE KPOBSHOTO
cryctka. Hopma AHTB - ot 30 10 40 cexyHz,.

TpombuHoBoe gpemsa. [loka3bpiBaeT BpeMsi peoOPa30BaAHHUSA
6enka ¢ubpuHOTreHa B ¢ubpuH. Hopma- ot 11 10 18 cexyHz,



/

/—\ =
Koarynorpamma

loGaBOYHBIE

IIpomeun C. HegocTaTouyHOE KOTUYECTBO 3TOTO ITAapaMeTpa
MPUBOAUT K TPOMOO3aM.

Anmumpom6buH. Kak u mpotenH C oTHOcUTCS K paKTOpam
CUCTEMBI TPOTUBOCBEPTHIBAHMUSI.

/T-dumep. ObpasyeTcs B pe3y/IbTaTe pa3pylIeHUs CI'yCTKa
KPOBU.

BoauanouHbll aHmMuKoazyasitHm.

TonepaHmMHOCMb N1A3Mbl K 2eNAPUHY .

ABP (Axkmueuposattoe 8pemsa pekanabuyugpuxkayuu).

POMK (pacTBoprmbie GUOPHUH-MOHOMEPHbIE KOMILIEKCHI).
Bpemsa pexanvuugukayuu naasmol.



IMokaszaTeas

Hopma)\ bHbIE 3HAUSeHHA

ITeppas daza —
o6pa3oBaHie NPOTPOMOHHASEI

Bpems cepThIBaHMA KPOBH
no Au — Vaiiry

5—7 MHHYT (B HECHAMKOHO-
BO# mpobupke), 12—25 MuHYT
(B cuankoHOBOJ npobupke)

MHAEKC KOHTAKTHOJ aKTHBAI[MK 1,7-3
Bpems pekaabuidiKaLiu NAa3Mel 60—120 cexyHA
AKTHBMPOBaHHOE (KOaAMPOBaH-
HOe) BpeMd pekarbIuduKALNK 50~70 cexyHa
(ABP)
AKTHBHPOBaHHOE YaCTHYHO®
TpoMGONAACTHHOBOE (KOAAWH-Ke- 35—-45 cexyHa
(paannoBoe) Bpemsa (AYTB)
Ayroxoaryaorpamma (Ha 10 MuHyT) 7—10 cexyHA
ITorpe6aenne npoTpombuHa 75-125%
AxTupHOCTE paktopa VIII 50—200%
AxTHBHOCTE (pakTopa IX 50—200%
AKTHBHOCTE (pakTopa X 60—130%
AxTHBHOCTE pakTopa XI 65—135%
AxTHBHOCTE GakTopa XII 65-150%
Bropasa ¢aza —
o6pa3soBanHmue TpoMOHHA
ITpoTpomOItHOBOE BpeMA 15—17 cexyHA
ITpoTpoMGHHOBEIH HHAEKC 80-110%
AxTuBHOCTE dakropa I1 60—150%
AKTHBHOCTE (pakTopa V 60—-150%
AxTuBHOCTE (hakTopa VII 65—-135%
Tpetea aza —
o6pazosanne ¢ubpuHa
Tpom6uHOBOE BpeMA 10—20 cexyHA




| & 06YCJIOBJI HMEepPBUYHBIM IIOPaJKE WHBIM pa3BUTHEM
SIHUOHHBIX U TPOMOOLUTAPHBIX HAPYLIEHU .

K STOM IpyIIe OTHOCAT Hac/leJCTBEHHYIO reMOpparuyecKylo TejeaHruoskrasuto Panaro-Ociepa, cuHIpoM
Ocnepa-lanno, cuaapom MapdaHa, ruraHCKHe TeMaHTMOMBI ITpu cuHgpoMe Kazabaxa-Meppwurr,
remopparuveckuii Backynur lllennsaiina-IeHoxa, spuTeMsl, reMopparuyeckye TMXOPaAKH, TMIIOBUTAaMUHO3bI C 1
B u gp.

II. OGyc/ioB/IEeHHBIE IEPBUYHBIM MOPa’KeHNEM MeraKapuoLUTapHO-TPOMOOIIUTAPHOTO POCTKA.

TpombouuToneHuu: nepepacnpezeneHre TPOMOOLMTOB U MX IeTOHUPOBAHHE B ce/ie3eHKe; MOBBILIEHHOEe
paspyuierue (Hanpumep, mpu CKB; k 3T0#i rpyrme takke OTHOCSIT UIUOMATHYECKYI0 TPOMOOIIUTOTIEHUYECKYTO
MypIIypy); MOBbIIIEHHOE MoTpebieHre TPoMOOIIUTOB U 06pa3oBatue Tpom6oB ([IBC, TpomGoTHYeCKas
TPOMOOILIUTOIIEHUYECKAs! MyPITypa); MPpUMeHeHe HEKOTOPBIX JIeKaPCTBEHHBIX CPEJICTB.

TpomMOoLUTONIATUH: COCTOSTHUS, XapaKTEePU3YIOIIMeCs] aHOMa/IbHbIMU TPOMOOIIMTAMY Y/WJTU HapyIIeHUeM KX
¢yukumii. Hanbonee pacnpocTpaHeHHbIe cpeiv HUX — TpoMOacTeHuH [IstHIIMaHHA ¥ 60/1e3Hb GOH
Bunne6panna.

II1. O0yc/noB/IeHHBIE HAPYLIEHUSIMH CBEPTHIBAHHS KPOBH (KOAry/IOTIATHM):

HacJieZICTBEHHbIE Koary/nonaTuu: remobvnus A, remodunus B, 6one3usb pon Bunnebpanza, neduunr paktopos
CBEPTHIBAHUS KPOBU;

npruoGpeTeHHbIe KOarylnonaTuu: ButaMuH K-3aBrcrMbie Koarynonaruu (BO3HUKAOT P HEZOCTATOYHOCTH
dYHKIIMM TeYeHY, HapyIleHUH BCcachIBaHUS BUTaMHUHA K, alMMeHTapHOI HeZ0OCTaTOYHOCTH BUTaMHHa K.
nprieMe JIeKapCTBEHHBIX CPeJCTB, TAaKKX, KaK KymapuH), JIBC, moTonorus nedeHu (MPUBOAUT K AePUILIUTY MHOTHX
$aKTOpOB CBEPTHIBAHMS ), TATOIOTUYECKIE HHIMOUTOPBI CBEPTHIBAHUS («BOTYAHOYHBIN» AHTUKOATY/ISIHT;
crerdrdecKkrue UHruOMTOpbI cBepThiBaHUs — AT, crieriudpuyHbIe K OTeTbHBIM KOATYISLIMOHHBIM Oe/TKam);

HapylIeHus cTabunusanuu GuOpUHa, MOBbIIeHHbIH GUOPUHOIN3, B TOM YHCJ/I€ IPU JIeY€HUH MPSIMbIMU U
HETPSIMBIMH AHTUKOATY/ISTHTaMU, pUOPUHOMUTHKAMHU (CTPENTOKUHA30M, YDPOKUHA30M, a/ITeI/Ia30i 1 [p.);
Ipyrye MpruoOpeTeHHbIe PACCTPOUCTBA CBEPTHIBAHUS: ePULUT GAKTOPOB CBEPTHIBAHUS KPOBU MOXKET BOBHHUKATh
IIPU COMATUYeCKUX 3a00/ieBaHusX (Hapumep, npu amunonzo3se — gepuur paxropa X).

IV. OGyc/ioB/IeHHbIE KOMITJIEKCHBIMY HaPYIIEHUSIMU Pa3TMIHBIX 3B€HbEB CBEPTHIBAIOLIEH CHCTEMBbI
Kposu (ocrpsie cuaapomsi [IBC).



Kak ocobyto rpymity BeIZie/ISIIOT pa3/inyHble POPMBI TaK
Ha3bIBaeMOM apTUPUIIHATBHON KPOBOTOUYHBOCTH,
BbI3bIBAEMOM CAMUMHM OOJIbHBIMHM (Harmipumep, IpH
IICUXUYECKUX PACCTPOMCTBAX) ITyTEM MEXaHUYECKOM
TpaBMaTH3allMU TKaHeU (Hal[UIIbIBAHHE VTN
HaCaChIBAaHME CUHSKOB, TPABMUPOBAaHUE CIM3UCTHIX
000JI0YEK U T.7I.), IPHEMOM JIEKAPCTBEHHBIX CPEICTB
reMOpparuyecKoro AeicTBUs (4aile BCero
AHTUKOATY/ISTHTOB HEMIPSIMOTO IeHCTBUSI, KYMAapUHOB,
$UHWIMHA U TIP.), CAMOUCTSA3aHUEM HJTH CAH3MOM.



it OVATHOCTUKA
OnpeneneHrie CPOKOB BOSHUKHOBEHUS, JABHOCTH, AJTUTETHHOCTU
3a001eBaHUsI 1 0COOEHHOCTEH ero Te4eHHUsI: Ha4aJio B paHHEM
BO3pacTe MO0 Y B3POCJIBIX TIOAEN, OCTPOE WU MOCTEITIeHHOE

Pa3BUTHE FTeMOPPAarun4ecKoro CMHAPOMa, HeJlaBHee UJIN
MHOTOJIeTHee (XpOHUYeCKOe, PelIIUBUPYIOllee) ero TeYeHHe.

BeisiB/IeHMe 110 BO3MOXXHOCTH HaC/IeICTBEHHOTO TeHe3a
KPOBOTOYHBOCTH (C yTOUHEHHEM THIIA HAaC/IeJOBAHMUSI) WIH
IprOOpPETEHHOTO XapaKTepa 3a0o/ieBaHusl. YTOUHEHME
BO3MO)XHOM CBSI3U Pa3BUTHS TeMOPPATHYECKOTO CHHIPOMA C
Ipe/ieCTBOBABIIMMHU MaTOJIOTUYE€CKUMU MTPOIIeCCaMH,
BO3/IeHICTBUSIMU (B TOM UM CJie U iedeOHbIMU) U GOHOBBIMH
3a00/IeBAaHUSIMU.

OmnpeneneHvie NpeuMyllleCTBEHHOMN JIOKAIU3ALUU, TSHKECTU U
THUIIAa KPOBOTOYUBOCTH.



TpoMOoIIUTHI 150-450-10°/n TpoMOonuTONIEHUSI, TPOMOOITUTO3

Bpems kpoBoTeueHuUs 2-7,5 MmuH TpomoOoruTonenus; 601e3Hb HOH
Bunnebpanna; nucyHKIys
TPOMOOIIMTOB; TATOJIOTHUSI CTEHKHU

cocyna
CranagapTHOE YaCTUYHOE 60-90 c HenocTatouHOCTh HHTHOUTOPOB
TPOMOOIIJIACTUHOBOE BPEMsI MPEKAUIMKPENHA,

BBICOKOMOJICKYJISIPHOTO KHHUHOTCHA;
daxTopor VIILIX, X, XII; ADC,

renapuH

AKTUBHPOBAaHHOE YaCTUYHOE 30-40 ¢

TPOMOAIIaCTUHOBOE BPEMSI

[IpoTpomMOHMHOBOE BpeMs 11-14 ¢ HemocTtarouHoCTh MIH T10IaBIIEHUE
akTuBHOCTH (hakTopoB V,VIL X,
nporpom6buHa; ADC

TpomOuHOBOE Bpemsi 12-20 ¢ ['unogubpuHOTreHeMus1, MaToJIOrus
¢bubpuHOTreHa; renapuHU3aAIUs

dubprUHOreH 1,6-4,5 r/n ['unodubpuHOreHEMHUSI, TTATOJIOTHSI
¢bubdpuHOreHa

[IponykThl Aerpagalinu Menee 10 mr/mn JBC, ¢ubpunoau3, 60je3H1 eYeHU

¢ubpuHa



Bpems

KPOBOTEY

IIporpom6
NHOBOE

IMpexmoJio-
JKHUTEJIbHBIN

ITHOJIOTUS

C-HUHA

CHMXEHO YBEJIHYEHO

Hopma
Hopma

Hopma

Hopma

Hopma

Hopma

YBeIn4eHo
YBeIn4YeHo

Hopwma

Hopwma

Hopwma

Hopwma

Hopwma
YBeIMUEeHO
Hopwma

YBeIn4yeHo

YBeINn4YeHoO

Hopwma

Hopwma

Hopwma
Hopwma
Hopwma

Hopwma

YBeIn4eHo

YBeIn4deHo

Hopwma

JAMATHO3
Tpombo1uTO-
TICHUS
boine3ns pon
BunneOpanaa
Tpombo1HTO-
aTus
[TaTomorus
BHYTPEHHETO
MEXaHHU3Ma
[TaTomorus
BHYTPEHHETO,
BHEIIHETO WU
0O0I1IeTO My TH
CBEPTBHIBAHUSI
Hapyuienne
BHEIIHETO MyTH
CBEPTHIBAHUSI

WTII, nencTBue
JICKAPCTB

JlericTBre
JIEKapCTB; ypEeMUsI
I'eModunus A wim
B; dakrop VIII,
ADC

bone3nu neueHwu,
neuuut
BuTamuHa K;
JIBC,matonorus
renapyuHa
Heduuut dakropa
VII

HacnenctBennnle
TEJICAHTUAKTA3UH,
aJuIepruuyeckas Chllb



ouumoneHuu, 06)/CJ106J16HHbl€ HapyweHuem npooykuuu mp0M60qum06.

OCHOBHOW NMPUYWHOMU SIB/ISIETCS CHIDKEHHE Merakapruoro33a, YTo HaboaeTcst mpu
psifie HacJIeICTBEHHBIX WJIH BPOXXAEHHBIX 3a00/IeBaHM, a TAK)Ke B pe3y/ibTaTe
prOOpeTeHHOM I'MITOTUIA3UH KOCTHOTO MO3Ta (C/ieICTBHE Ty4eBOTr0 MOPAXKEHUS;
BO3/IefiCTBUSI XUMHYECKHUX BellleCTB: MHCEKTUIIUAOB, IEKaPCTB, aJIKOTOJIsS; THPEKIU 1
ayTOMMMYHHBIX ITPOII€CCOB), a TAK)Ke BCJIeJCTBHE 3aMellleHHsI TKAaHU KOCTHOTO MO3Ta
(Mpu MeTacTasupOBaHUH OIyXOJIei, leliKo3e, Mmuenoprudpose u T.1.).

Tpomb6oyumoneHuu, o6yc108/1eHHbIE NOBbIWEHHbIM pa3pyweHuem mpomboyumos, Jaiie
BCEro MMMYHHBbIE.

Tpomb6oyumonamuu - 3ab6oneBaHus1, TpU KOTOPBIX KPOBOTOUUBOCTH 00yC/IOB/IeHa
HapylieHrueM GyHKIUU TPOMOOLIMTOB (HanmpuMep TpoMbacTeHust [aHIMaHa).

[Tpu crtoHTaHHOM BO3HMKHOBEHUU 00JIE3HU TOBOPSAT 00 MINOTIATHY€ECKON
TPOMOOIIUTOTIEHUYECKOU mypiype. B ee KiTMHMKe XapaKTepHbBI KPOBOU3/IHUSHUS B KOXKY
Y CJTU3UCTHIE, HOCOBbBIE, IeCHEBBIE, MATOUHBIE KpOBOTeYeHUsI. M3 mabopaToOpHBIX
ToKa3arTesieil Hanbosiee THGOPMATHBHA TPOMOOIIMTONIEHUS 10 50-30%109/ 71, BO3MOYXHBI
Mopdoornyeckre n3MeHeHUsI TPOMOOILIMTOB.

B myHKTaTe KOCTHOTO MO3ra HanboJee CyleCTBEHHBIM CJIeIlyeT CUMUTATh MTOYTH MTOTHOE
MCYe3HOBEHHE TPOMOOIIUTOOOPA3YIOIIMX METAaKaPUOLIMTOB, OTCYTCTBHE OTIIHYPOBKHU
KPOBSTHBIX TJIACTUHOK. Hapsizy ¢ 3TUM 4rciio MerakapuoinuToB OOBIYHO YBETUIHMBAETCS.
OOBIYHO MTONIOKUTETbHBIE cuMIITOMBI [1lUTKa, XryTa U 1.7, yaTMHEeHO BpeMst
KpoBoTeyeHMs 1o Jlyke, CHYD)KeHA peTpaKLysi KPOBSIHOTO CTYCTKA. B ieueHnn
NCITTOTHBRVIOT I'MTIOKOKODTUEKOCTEe D NDOUNTHRI CcCTTT1éePPAKTOMUIO . TUTBBME](])GT)GR-



Jlnst TPOMOOIIMTAPHBIX TEMOPPATrHil TUTTUYHbBI TTOPAKEHU S KOXXHU B BHIE
TeTeXUi, BO3SHUKAIOUUX IIPU MUHUMATBHBIX YITWO0aX, C KOTOPHIMU
COYeTatoTCsA CUHIKUA U KPOBOTIOATEKU OO/TBHIAX-Pa3MePOB B KOXKe U
CJTM3UCTHIX 000I0YKAX — DKXUMO3bI. Bo3HMKast B pa3HOe BpeMsi U
npeTepIrieBast 3aTeM OIpezie/IeHHYIO DBOJTIOIUI0, TeMOPPAruy MEHSIIOT
CBOIO OKPACKY C 6arpoBO-CUHEHN Ha CUHIOIO, 3eJIeHYI0, XKeJITYIO, TIPUBO/IS
K GOPMHUPOBAHUIO Y OOTBHOTO «KOXU jieonapaa». Hapsay ¢ KoxHbMH
neTeXUsIMU XapaKTepHa KPOBOTOYMBOCTD CJTM3UCTHIX 000I0UEK — HOCQ,
neceH, meK. YacTo MeHO- ¥ METpPOparuu, TeMaTypHusi, KAIIeYHbIe U
Jlero9Hble KpoBoTedeHUs. KpOBOMBTUSHUS B CYCTaBbl, MbIIIIEYHbBIE
reMaTOMBI JIJIs OOJIbHBIX DTOU IPYIINbI HEe XapaKTePHbI — OHU
CBOMCTBEHHBI OOJIBHBIM TeMOPIITHEHN, Y KOTOPBIX KPOBOTOUYHBOCTD
OOBIYHO CBsI3aHA C TPAaBMaMU KaK OBITOBBIMH, TaK U XUPYPTIHUYECKHUMHU.
KpoBoTounBoCTh pu reModU/INH BO3HUKAET HEKOTOPOE BPEMSI CITyCTSI
MOCJTe TOBPEXJEeHUS U XapaKTePU3YeTCsI TPYAHOCTHI0O OCTAHOBKH.
KpoBou3snusiHYs OBIBAIOT HAPY)>XHBIMU, BHYTPUMBbIIIIEYHBIMH,
BHYTPHCYCTaBHBIMH, TTapEHXUMaTO3HbIMU. KpoBOTe4YeHMs B TOIOCTD
Yyepera 4aCTO 3aKaHYMBAIOTCS ieTaibHO. HocoBbIe U lecHeBbIe
KPOBOTEeYEHUSI HOBOPOXK/IEHHBIX, METPOPATHH, YKETYAOYHO-KUIIIeYHbIE
KPOBOTEYEHHUSI M TeMaTypHUsI BCTPEYAIOTCS IIPU JIF0OOM BapHaHTe
reMopITHH.

Il 7151 COCYyAUCTHIX reMOpparuii MHOTO AT OCMOTP OOTBHOTO U
aHaMHecTH4YecKkHre JaHHble. OHM 4aCTO ITO3BOJISIIOT ITIOCTABUTH
HO30/JIOTUYEeCKUU TUArHO3.



—

KpOBOTOYMBOCT:
JACCHBL,, HOCOBLIC
KPOBOTCHECHUS.
BHYTPCHHHE
KPOBOH3JIHAHHA.

[lypnypa:
TICTCXHH.
AKXHUMOSEL.

[Tepudepuycckas KpoBb:
TPOMOOLMTOINCHHUS.
KocTubiii MO3r:
HopmaibHeie
MCTaKapUOLMTHI.
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O-Temodpunus A - HemoctaTok VIII pakTopa (aHTHreMOPUIBHBIM
rno6ynuH). CocraBasieT 85-90% remopuinii.
[emodunus B - Hegoctarok IX ¢pakropa (¢. Kpucrmaca)
Iemopmmus C — HemocTaTtok XI pakTopa

[Tpu remodpunru Ha6pymaeTc;1 [ pasa cBepThIBaHMS KpoBH (dasa
oOpa30BaHUs TPOMOOTIJIACTUHA, HEOOXOAMMOTO /115 CBEPTHIBAHUS
KPOBH B MOMEHT TPaBMbI I KDOBOTEUEHUSI).

[lo mpaBuIaM Hac/ieJOBaHUS T€Ha, CLUEIJIEHHOTO C X-XpPOMOCOMOM,
BCe J0YepH O60JIBHOTO, TOTYYHMBIIIHE TOTBKO OJHY X-XPOMOCOMY OT
340POBOM MaTepPH — 3I0POBBHI.

Tl st KTMHUKYA reMOQHTUHM XapaKTePHBbI:

KPOBOITYCKaHHE B KPYITHbI€ CYCTaBbl KOHEYHOCTEW;

rTyOOKYe TTIOAKOXXHbBIE, MEXXMBIIIIeUHbIE M BHYTPHUMBIIIIeYHbIE
réMaTOMBbI C BO3SMOXXHBIM CZAB/I€HHNEM OKPYXXALIEW TKaHU;

oOU/IbHBIE U AJINTE/IbHbIE KPOBOTE€YECHMS IIPU TPAaBMaAX.

OOusbHbBIE U YIIOpHbIE TOYE€YHbIe KPOBOTEUEHUS, npoc])ysHble
YKeTyILOYHO-KULIeYHbIe KPOBOTEYEHU A, KDOBOU3IUSIHUS B I'OJIOBHOU
U CIIMHHOM MO3T.









Kauaunka

Tsaxenaa  0-20

Ymepennas 20-50

Jlerxkas 50-250

Cyokauau 250-490
qyecKas

Peskoe
YBEIIMYEHO

YBeJINUYEHO

BapuabenbHo

OOBIYHO
HOpME

B

['emMapTpo3bl U CIOHTAHHbIE
KPOBOTCUYECHUS  (TSDKENIbIE |
4acThI€); HHBAJIMHOCTD
['emMapTpo3bl U CIOHTAHHBIE
KpOBOTE€UECHUS (PEIKHUE)
['emMapTpo3bl U CIOHTAHHBIE
KpOBOTE€UECHUS (OYEHb PEIKHUE)
Heoxxnpanuele ©W = TSOKEIbIC
KPOBOTCUYECHHUS IIpU TpaBMax H

XAPYPTUUECKUX
BMEIIATEILCTBAX

B03MOXHBI KPOBOTEYECHUS
nocjiec  OOJBIIMX TpaBM U
XAPYPruyeCcKux OIIEpaLIUH.

YacTo He JUAarHOCTUPYETCA.



B neuennu remopuny MCIOMb30BaTh B/B CTPYHHOE BBeZileHUE
KPUOIIPEHUTINTATA, IIPU OCTPBIX FeMOPTPO3aX: PaHHAS
ACMUPALIS U3TUBLIEHCS B CYCTaB KPOBU C BBeZIeHUEM 40-60 MT
I'MIPOKOPTH30HA, BpeMeHHYIO Ha 3-5 AHEW MOOMTH3AIHIO
IOPAXXEHHOU KOHEYHOCTHU.

OCHOBHOU MeTOJ, IeYeHHUs — 3aMeCTUTeTbHASI TeMOCTaTUYeCKast
Tepanusi KpUOTPEIIUITUTATOM UM KOHIleHTpataMu ¢paktopa VIII
(mpu remodrinm A) nnu dpaxropa IX(rmpu remopunuu B). [Tpu
OTCYTCTBHH THUX MPEIIAPATOB M/ HEYCTaHOBIEHHOU popme
reMoQUJINU BBOIAT BHYTPUBEHHO CTPYHHO B OO/IBIITIOM 00beme
CBe)Xe3aMOPOXKEHHYIO TJIa3MY, CO/lepyKalllylo Bce HeoOX0JuMbIe
daKTOpPhI CBEPTHIBAHHUS.

[TokasaHUs K 3aMeCTHUTEIbHOM Tepalliy: KPOBOTEYEHMSI, OCTPHIE
reMapTpO3bl ¥ TEMATOMbI, OCTpbIe O0/IeBble CUHIPOMBI HESICHOTO
reHesa (4acTo cBsI3aHbI C KPOBOU3/THUSIHMEM BO BHYTPEHHHE
OpraHbl), XMPyprudecKrie BMeliaTe/bcTBa (OT yaaneHus 3yO0B 10
IIOJIOCTHBIX OTI€PaLIHii).



[Ipuremoduinu A 1032 KpUOTPETUTTATATA 3aBUCHUT OT
TSDKECTHU KPOBOTEUYEHH U, TPABM HJIH XUPYPTrUIeCKUX
BMellaTe/1bCTB (0T 10 10 30 E/l/Kr 1 pa3 B cyTku). [T1azmy
BBOJSAT IO 300-500 MJI KOXAbIe 8 Y.

[Tpu remoduimm B BBogsaT KoHIileHTpaThI PpakTopa IX 1mo
4-8 103 B CYTKH, IMOO KOHIIEHTPAT HATUBHOM TIa3MblI T10
10-20 MJI/KT/CYT eXXeZTHeBHO UJIN Uepe3 JIeHb.

[Tpu pa3BUTUU aHEMUU TTPOBOAST TPAaHCPY3UH CBEXKe
(XpaHUMBILIEHCST 1-2 THS) OAHOTPYIIITHOM SPUTPOLIUTAPHOM
MACCBI.

Tpancdy3uu KpoBH U MJIa3MbI OT MaTeEPU OOTBHOMY
peOeHKY Helles1lecOOOpa3HbI; Y )KeHIITUH-HOCHUTETbHHUII
MATOJIOTUYECKOTO reHa CofiepyKaHre aHTUTeMOPUTbHBIX
$aKTOPOB B KPOBH CYII€CTBEHHO CHMKEHO.



[ EMOFFAI ITHECRYVIVI LVIA |

K- ABUTAMUWHOSAX

ButamuH K cogepxxurcs B Kanycte, HIOMUZOPAX
KapTodee, THIax, MeYeHH, BCAaChIBAETCSI B KHMIIIEYHHKE
TOJIKO B IPUCYTCTBUU YKeTYHBIX KMCJIOT, HEOOXOIHM
1151 00Opa3oBaHMs MPOTPOMOMHa.

[emopparnydeckuii fyates BO3HUKAET IIPU HeNOIagaHUU
KE/TYU B KMIIEYHUK: [IPU MEXaHUYECKOM KenTyXxe,
ducTye yXeTIHOTO My3bIPs, Pe3KOM HapyIIeHUH
$yHKIIMY TteyeHu. [IposiBisgeTcss HAKJIOHHOCTBIO K
KPOBOTEUYEHUIO, II0SABJIEHNEM CUHSIKOB, CHIDKEHUEM
YPOBHS TPOTPOMOWHaA, YIJTMHEHHEM BpeMeHH!
CBePThIBaHUS KPOBM.

B iedyeHrn peKOMeHA0BAaH BUKACOII.



[ EMOPFAI UHECRAA CMHHW
~ OBYCHIOBJIEHHbI FEPEAC on

AHTUKOAT' YIIAHTOB HETPAMOIO
[JENCTBUS

[TposiBAsieTcst MakporeMaTypueit; mpoQpy3HbIMHU
YKeJTyTOYHO-KUIIEYHBIMH KPOBOTEUEHHSIMU;
CITOHTAaHHBIMHM HOCOBBIMH KPOBOTEUEHHSIMU;
KPOBOTEYEHUSMH, KPOBOTIOJATEKAMH HA MeCTe
WHBEKIINU; Cy0OCcepOo3HBIMU KPOBOTEYEHUSIMU B
CTeHKe KMIIeYHUKa; TeMOPParusiMy B OPIOLITNHY U
3a0pIOIITMHHYIO KJIeTYaTKY.

Heo6xommm KOHTPOJTH 32 TPOTPOMOUHOBBIM
MHJEKCOM, Ha3Ha4YeHWe BUKaCoJIa.



UODYCUJIVUDJSIEAADIVI _—

EJO3UPOBKOU
[E[MTAPUHA

[IpoTekaer erye, Tak Kak rermapuH
OBICTPO BBIBOJAUTCSI M3 OpTaHM3Ma
(BBemeHHBIH B/BeH. 3a 4 4aca, a
BBEI€HHBIN IT/KOXXHO 3a 8-12 4acoB).

Heob6xommm 1abopaTOpHbBIN KOHTPOJID
BpeMsl CBEPThIBAaHHS KPOBH, B JIeUeHUU
HeoOxoxumo BBeaeHue 1%
IPpOTAaMUHCY/Ib}aTa B/BeH.



I €eMOPPacUHCCRUU MURKPOITIPOMOOGACRKYJIUITI (OOJ'IGBHV

LUW e ———

£ —KpOBOTOYHBOCTbh, 00YC/IOBIEHHAS MTOPAKEHHNEM COCY0B MaJIOTO Kaanbpa
MMMYHHBIMU KOMIUIEKCAMH Y KOMIIOHEHTAMU CUCTEeMbI KOMITJIEMEeHTA.

Il st reMOpparnyecKoro MUKpOTPOMOOBACKY/TUTA XaPAKTEPHBI:
KOXXHBIU CUHAPOM,

CYCTaBHOU - CUH/POM,

a0OMUHAIbHBIN - CUHIIPOM,

TMOYE€YHbIU CUHAPOM.

Ko)xHBI# CHHAPOM MPOSIBISIETCSI HA KOHEYHOCTSIX (60/Tblile Ha pa3rubaTeTbHbIX
IIOBEPXHOCTSIX), ATOAMLAX, PEXe TYJIOBHUILE — MaIy/Ie3HO-TeMOPParudeckomn
CUMMETPUYHOMU ChINbIO, HEe NCYE3aIOLLYI0 ITPY HaJJaB/IMBAaHUH, OCTAB/ISIOLIEeN I10C/Ie
ce0s1 ITUTeTbHYI0 MTUTMEHTALHIO.

OZHOBpeMEeHHO C KOXKHBIM WU YyTh MO3)Ke MOXXET BOSHUKHYTh CyCTAaBHOU CUHPOM,
HAallOMUHAIOLIUN PeBMaTHU3M.

AGIOMUHATBHBIN CUHPOM MPOSIBIISIETCSI CUIBHBIMU OOJISIMU B YKUBOTE, CUMY/THPYS
HEeMPOXOJUMOCTb, ANMEHAUIIUT U T.1I.(00yC/TOB/IEH KPOBOUBIUSHUSIMHU B CTEHKY
KHIIIKW, TEMOPPATUsIMU B CyOCEPO3HBIH C/TOM U B OPBIBKEHKY).

[ToyeuHbIil CHHAPOM Pa3BUBAETCS MO THUITY OCTPOTO HJTH XPOHUYECKOTO
r7ioMepynoHeppUTa.

Tpa,ILI/I]_[I/IOHHbIe MMapaMeTpPbl KOaryJiorpaMmabl ITpyU 5TOM HE€ U3ME€HEHBI.

JledyeHue 3aK/IFO4AETCS B BBISIBJIEHUH TT€PBUYHO 00/1€3HU (OIyX0/h TUM$aTHIeCKOMI
CUCTEMBI, KOJIJIAaT€HO3, TeMATUT) U e€ Tepanuu. [Ipu uanonaTuyeckom, mepBUIHON
dbopMe 1evyeHNH BKIIOYAET Ma3Modepessl, TeNapyH, Ae3arperaHThl.
KopTukocreponHbie npenaparsl He MOKA3aHBbI.






e o/1e3Hb PaHOoro- a

[ Ipu 60ne3Hu Pandrw-Ocaepa
MCTOYHHUKOM KPOBOTEUEHUS SIBJISTFOTCS
I'PYIIIbI PACIIMPEHHBIX Me/ThYaHIIIX
COCYZIOB KOXKU M CJTU3UCTBHIX —
Te/JI€AHI'MO3KTAa3UU. B KiIMHUKe
nmpeo0/1aJIal0T YIIOPHbIE HOCOBBIE
KPOBOTEUYEHHS (YaCTO 3TO €IUHCTBEHHOE
KJIMHUYeCcKoe mmposiBiaeHue). I lepegaercs
10 HaC/IeCTRY.






