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Cnucok cokpameHmid

aKTUBUPOBAHHOE YaCTHYHOE TpoMOoriacTuHoBoe Bpems - AUTB
AHTUUMHTUOUTOPHBINA KoaryIaHTHbINA kKoMiuieke - AUKK
KeyJoUHO-KUIeuHbi TpakT - JKKT

KOHLIEHTpaT NpoTpoMOrnHOBOr0 KoMmiuiekca - KITK
Mexaynapoanoe O6miectBo no Tpom60o3y u ['emocTazy - ISTH
HECTEepOMIHbIE TPOTUBOBOCIIANINTENBHBIE ITpenapatsl - HIIBII
npoTpoMOUHOBOE Bpemsi - [1B

penkue HapylueHus cBepTbiBanus kposu - PHCK
pexomMOnHaHTHBIN (hakTop cBepThiBanus kpoBu VIl aktuBupoBanubiii - IFVIla
CBeKe3aMopokeHHas miaazma - C3I1

TkaHeBol (aktop - TD

TpoMOrHOBOe Bpems - TB

daxTop cBepThiBanus kposw |l - Fll

¢dakrop cBepthiBanus kposu VIl - FVII

¢daktop cBepThiBanus kKpoBH VIl aktuBupoBannsiii - FVlla
daxTop cBepThiBanus kposu VIl - FVIII

¢dakTop cBepThiBaHus KpoBu |X- FIX

(dhaxTop cBepThIBaHUS KpoBHU X - FX

LeHTpanbHas HepBHas cuctema - [THC



MeToaojiorust pa3padoTKi KJIAMHUYECKUX PeKOMeHIaluii

1. MeToapl, HCNOJIL30BaHHBIE JIs COOpa/ce/leKIU 10KA3aTeIbCTB:
e [Tlouck mnyOmuKamuii B CHENHUATU3MPOBAHHBIX TEPUOIUYECKUX IT€UATHBIX
U3IaHUSAX ¢ UMMakT-pakTopom >0,3.

* Tlouck B 3JIeKTPOHHBIX 0a3axX JaHHbIX.

2. Bba3bl JaHHBIX, HCNIOJIb30BAHHBIX /IJIs1 cOOpa/ceIeKIIHH J0KA3ATEIbCTB:
JlokazatensHOM 0a30# NJIs1 peKOMEH A SIBISIOTCS Ty OJTUKAIAK, BOTIIEIIITHE
B 0Oa3el manHeix PUBMED, MEDLINE, Kokpanosckoit Oubnunorexku. Ilonck

npoBonwics Ha riryouny 6onee 20er (c 1990rona).

3. MeToabl, HCNOJIb30BaHHBIE AJI51 AHAJIN3A J0KA3aTeIbLCTB.
* (O0630pbl OMYOJMKOBAHHBIX HCCIIEIOBAHUI CIy4ail-KOHTPOJIb UM KOTOPTHBIX
HUCCIIeI0OBaHUMN.
* Cucrematuyeckue 0030pbl ¢ TAOIUIIAMH JI0KA3aTEIbCTB.
* MexayHapoaHble PErUCTPbl IMAMEHTOB € PEOKUMH  HapyUIEHUSMU

CBEpPTHIBAHUS KPOBH.

4. MeToabl, HCIOJb30BAHHBIE A/ KA4YE€CTBA H CHJIBI J0KA3aTeJbLCTB.
* KoHCeHCyC 3KCIePTOB,;
* OueHka 3HAUMMOCTU [I0KA3aTeIbCTB B COOTBETCTBUM C PEUTHHIOBOU

CUCTEMOH YOeaMTeIbHOCTH J0Ka3aTelbeTB (Tab.1).

5. Metoposorusi pa3paboTKu peKOMeHIAMI:

Onucanue memoouxu aHaiuza 00OKA3ameabCme U pazpabomru PeKOMeHOaAuull

[Ipu orGope myOnukaiuii, Kak MOTEHIUATBLHBIX HCTOYHUKOB JOKA3aTEIbCTB,

HCIIOJIb30BaHHAad B KaXXAO0M HCCICOOBAHUHN MCTOJOJIOTHA JOJDKHA OBITH HU3y4dCHa IJId
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TOr0, YTOObl YOEAUTHCS B COOTBETCTBUM €€ MPUHLUMAM J0Ka3aTeJbHON MEeIUIIUHBI.
Pesynbrar wu3ydeHus BIMSET Ha YPOBEHb JOKA3aTEIbHOCTH, MPHUCBANBAEMBII
nyOJUKalUKM, 4YTO B CBOIO oOuepe/lb BIMSET Ha CHIY BBITEKAIOIIUX U3 Hee
PEKOMEH Iali.

Metononoruyeckoe wuzydeHue (OKYCHPYETCS Ha OCOOSHHOCTSAX Ju3aiiHa
WCCIIEIOBaHUs, KOTOpbIE OKa3blBajM CYIIECTBEHHOE BIIMSIHUE Ha KaydecTBO
pe3yJabTaTOB U BbIBOJOB.

C 1menpl0 HWCKJIIOYEHUS] BJIUSHHUS CYOBEKTHUBHBIX (DAKTOPOB  KakIoe
HCCJIEIOBAaHUE OLEHUBACTCS, KaK MHUHUMYM, JIBYMs HE3aBUCUMBIMU YJIEHAMU
aBTOPCKOT0 KOJUIEKTHUBA. Pa3nuuns B olieHKe 00CYKIat0TCs Ha COBEIllaHMsIX padoyeit
IPYMIIBI ABTOPCKOr0 KOJUIEKTUBA JaHHBIX PEKOMEHAALIHM.

Ha ocHoBaHuu aHanuza J0Ka3aTelbCTB pa3paboTaHbl pa3zelibl KIMHUYECKUX
PEKOMEH 1AM C OLIEHKOM CUJIBI B COOTBETCTBUU C PEUTUHIOBOM CUCTEMOM I'pafalvini

J0Ka3aTeIbHOCTH pekoMeHaanuii (1ab:1.2).

6. MeToapbl, HCNOJIb30BaHHbIE /151 (POPMYJIHPOBAHUS PEKOMEHAAIHIA:
* KoHceHcyc 3KCnepToB.
* OneHka 3HAUYUMOCTH pPEKOMEHJAlUl B COOTBETCTBUM C PEUTHUHTOBOM

CHUCTEMOM I'pajalinii J0Ka3aTeIbHOCTH peKkoMeHaanuii (1ab:1.2).

Huouxamopor dobporxauecmsennou knunuyecxou npakmuxu (Good Practice Points —
GPPs): nmoOpokadecTBeHHass TMpaKTHKa pPEKOMEHJAIMH  OCHOBBIBAE€TCS  Ha

KBaJII/I(i)I/IKaHHH " KIIMHUYCECKOM OIIBITEC aBTOPCKOT'O KOJIJICKTHBA.

/. MeToao0rus BaIUIN3alHU PeKOMEHIAUIA:

Memoowl sanuouzauuu bekomeHOauull:

* BHemHss OKCIICPTHAas OLCHKA.

* BHyTpeHHss 3KCIIepTHAs OLICHKA.



Onucanue memoouxku 8aIUOU3AUUU DeKOMEHOAUUI.

Pexomenmanuu B mpeaBapHUTENIbHONM BEPCUU PELEH3UPYIOTCS HE3aBUCHUMBIMU
JKCIIEPTaMHU, KOTOPBIX MPOCAT IPOKOMMEHTUPOBATH, HACKOJIBKO Ka4eCTBEHHO
MHTEPIIPETUPOBaHbl  JTOKa3aTelIbCcTBA M pa3padoTaHbl peKoMeHJanuu. Taxke
IIPOBOJAUTCS JKCIIEPTHAash OLEHKAa CTWIS MW3JI0KEHUS pEeKOMEHJaUUh U uX
JOCTYITHOCTH JJIsl TOHUMAaHUS.

[IpenBapuTesbHble BEpCUHA PEKOMEHIALUUN MPEACTABISIOTCS A 00CYKAEHUS
Ha Hay4YHBIX reMaToJIOTUYECKHUX KOH(pEepeHLUAX HannonansHoro
reMatojioruueckoro ooOmecTBa © 3acegaHusx [IpodunbHON KOMHMCCHU IO
I'ematonorun, Paboueit rpymnmbel mo pa3paboTke KIMHUYECKHX pPEeKOMEHIAIHi
I'emaTonoruueckoro Hay4yHOro LIEHTpa, BeAYILIMMM CHEeLUaTUucTaMu HPOpUIbHBIX
@enepanbHbIX HEHTPOB PO 1 npakTHYecKUMH BpadyaMH.

N3ydaroTcsi KOMMEHTapUu CO CTOPOHBI Bpauei-reMaTosoroB aM0yaaTOpHOTO U
CTAalMOHAPHOI'O JTAallOB B OTHOLICHWHM JOXOAYMBOCTH M MX OLEHKH BaXXHOCTH
peKoMeHaluii Kak paboyero HHCTpyMEeHTa MOBCEeTHEBHOM MPAKTUKH.

3amMe4yaHWsT M KOMMEHTapuH, TIOJIY4YEHHbIE OT DJKCIEpPTOB, TIIATEIBHO
CUCTEMATU3UPYIOTCI U OOCYXZArOTCsd  aBTOPCKMM  KOJUIEKTMBOM.  llpwu
HEOOXOJUMOCTH TPOBOAUTCS BHECEHHWE MW3MEHEHMM W JONOJHEHUH B TEKCT

PEKOMEH IALIUIA.

8. OxoHuYaTe/IbHAS pelaKIHs:

JUis OKOHYATeNbHOM peNakiMu M KOHTPOJs KauecTBa peKOMEeHIaluu
MTOBTOPHO aHAJIM3UPYIOTCS YJIE€HAMHU aBTOPCKOIO KOJUIEKTMBA, AJIA MOATBEPXKICHUS
TOTO, YTO BCE CYLIECTBEHHbIE 3aMEUYaHUS U KOMMEHTApUU SKCIEPTOB MPHUHATHI BO
BHUMaHHE, PUCK CUCTEMATHUUYECKUX OIMOOK MpH pa3paboTke CBeIeH K MUHUMYMY.

OkoHuaTtenbHasi pelakUys KIMHUYECKHX PEKOMEHJAlNi paccMaTpUBAIOTCA U
yTBepkaatoTcsi Ha 3acefaHuu [IpodunbHoii komuccuu no ['ematonorun, Paboueit
IpyNIbl MO pa3paboTke KIMHUYECKUX peKOMeHIaluui ['eMaTonornueckoro Hay4Horo
IIeHTpa, W B 3aKJIIOYeHWH, Ha KoHrpecce (cweszne, IuieHyme) HarmonansHOTO

IreMaToJIOTHYCCKOI'O O6IIIGCTB3.



Taoauna 1.
YpoBHHM 10Ka3aTeIbHOCTH PeKOMeH AUl

(B COOTBETCTBHH CO IKaJIaMH, pa3pabOTaHHBIMU AMEPUKAHCKHM OOIIECTBOM

kiuHudeckoit oakosorun (ASCO)u

EBpomneiickum obrectBoM MeauiuHckom oukoiorun (ESMO)

YpoBeHb
JI0Ka3aTeIbHOCTH

Tum nokasaTeIbLHOCTH

Jloka3zaTtenbcTBa MOJIy4YeHBI B pe3ysibTaTe MeTa-aHajan3a 00JIbIIOro Yncia
XOPpOIIIO CTNIAHUPOBAHHBIX PaHIOMU3UPOBAHHBIX HCCIIET0BAHUH.
PanioMu3MpoBaHHbIE UCCIIEIOBAHMS C HU3KUM YPOBHEM
JIO’)KHOTIO3UTUBHBIX U JIOKHOHETATUBHBIX OMIHOOK.

I[OKaSaTeJ'IBCTBa OCHOBAHEI HA pe3yJibTaTaX HE MCHEC OJJHOI'O XOPOIIOo
CINIAHAUPOBAHHOI'0 PAHJOMU3UPOBAHHOI'O UCCIICAOBAHUS.
PaHI[OMI/I3I/Ip0BaHHBIe HCCIICOOBAaHUs C BBICOKMM YPOBHEM
JIO)KHOTIO3MTHUBHEIX U JIOXKHOHETAaTUBHEIX OIIHOOK.

Jloka3zaTenbcTBa OCHOBAHBI HA PE3YJIbTATAX XOPOIIO CIUIAHUPOBAHHBIX
HEpaHIOMU3UPOBAHHBIX UcclieoBaHul. KoHTponrpyeMble ncciaenoBaHus ¢
OJIHOU TPYMIION OOJBHBIX, UCCIAEAOBAHUS C TPYIIION HCTOPHIECKOTO
KOHTPOJIS U T.[.

JlokazaTenbcTBa MOJIyUYEHBI B pe3ysibTaTe HEPaHJOMU3UPOBAHHBIX
uccnenaoBanuii. Hempsimbie cpaBHUTENbHbBIE, ONUCATENHEHO
KOPPEJISIIMOHHBIE UCCIIEIOBAHMS U MCCIIEIOBAHUS KIMHUYECKUX CITy4aeB.

I[OKaSaTeHBCTBa OCHOBAHBI Ha KIIMHUYCCKUX CIIYYadX U IIpUMEepax.

Tab6auna 2.

Crenenu u rpagalu A0Ka3aTCJIbHOCTH peKOMeHnaunﬁ
(B COOTBCTCTBHH CO IIKAJIaMH, paSpa6OTaHHBIMI/I AMepI/IKaHCKI/IM O6IJ.[€CTBOM

kiuHudeckoit oakosorun (ASCO)u

EBpomneiickum obrectBoM MeauiuHcKoi oukostoruu (ESMO)

Crenenp I'papganms
A JokazatenbcTBO | ypoBHS WM yCTOWUYMBBIE MHOTOUHCIIeHHbIE JaHHbIe |, |1
uma |V ypoBHS JoKa3aTeIbHOCTH
B Hoxazarensctsa ll, Il wnm IV ypoBHs, cuntaromuecs B 1EIOM
YCTOHYMBBIMU JaHHBIMU
C Hoxazarensctsa ll, lll, [V ypoBHS, HO JaHHBIE B IIEJIOM HEYCTOWUYUBBIE
D CrnaOble WM HECUCTEMATUYECKUE SMIIMPUUIECKHE TOKA3aTENbCTBA




I'naBa 1. O6mas undgopmanusa

K penkum napymenusim cBepTbiBanusi kpoBu (PHCK) oTHocST MOHOTreHHBIE
KOaryJionaThH, BbI3BaHHBIE JePUIIUTOM IUIA3MEHHBIX OENKOB, y4YacTBYIOIIMX B
remMocTase, He oTHocsmuecs K 6one3nn Bumne6panma u remodunuu A nnu B. PHCK
BKJIFOYAIOT HAacCleJCTBeHHbIe neduruThl (GuOprUHOreHa, MpoTpoMOWHA, (BaKTOpoB
ceepteiBanus kposu V, VII, X, Xl, XIl, XIII.

[Tpuunnamu pa3Butus PHCK sBnsercs, kak mpaBWiio, peLiecCUBHOE
HacJleloBaHWe YHUKAJIbHOTO WM PEJIKUX HYKJICOTHIHBIX HM3MEHEHWH B TIeHax,
KOJUPYIOIHUX KOAaryJsIMOHHBbIe (AKTOphl, WM B Oenokax, HEOOXOIUMBIX s
MOCTTPAHCISIMOHHBIX ~ Monupukanuii  nanHeix  (aktopoB. PHCK naunbonee
pactpocTpaHeHbl B 3THUYECKHUX TPYyNIaxX, B KOTOPBIX MPUHSITH OJIU3KOPOCTBEHHEIE
Opaku, BciencTBUe OOJbIIe BEPOSITHOCTA FOMO3UTOTHOTO HOCHUTENbCTBA AedeKTa
reHa.

OnybnukoBanHsle onucanuss PHCK no HegaBHero BpeMeHHM HCTOPHUYECKH
COCTOSIJTM W3 HCCIIEIOBAaHUN CIy4yal-KOHTPOJb WM MaJOYUCIEHHBIX KOTOPTHBIX
uccnenoBannii. OmHako, B TedeHne mocieqHux 10 JeT MOSBMIOCH HECKOIBKO
cnenupuyecknx peructpoB (European Network of Rare Bleeding Disorders,
Peyvandi et al, 2012; the North American Rare BlegdRegistry, Acharya et al,
2004; RCD-Registries: Herrmann et al, 2006, 200&skevicius et al, 2007,
Bernardi et al, 2009)mo3BoauBiuux yayuimuts nonunManne PHCK. Coznpanue
mexayHapoaHoi 6a3sl PHCK cioco6cTBOBaNO onpeneneHrio YeTKIX J1a00opaTOPHbIX
kputepueB Tskectn 6oibmmHcTBa PHCK, KOTOpBIe OB1TH pa3zpaboTaHbl MO STHI0M
Mexnynapoanoro O6iiectsa o Tpom6o3y u ['emoctazy (ISTH) B 2012rony.

HecMmoTpss Ha JOCTUTHYTBIE YCIIeXH, KIMHWYECKHE XapaKTEePUCTUKU
6onpimHcTBa PHCK ocTatoTcsi HEIOCTaTOUYHO TOKYMEHTHPOBAHHBIMH, MPUHIUIIBI
BeJIeHUs MalMeHTOB  pa3paboTaHbl Ha OCHOBE  pe3yJbTaTOB  OTKPBITHIX
HaOIOJATeNIbHBIX HCCIeOBaHUN. BBUIY peaKocTH MaHHOW IMaTOJIOTHU BO BCEM
MUpE He TMPOBOAMIOCH HU OAHOTO PaHIOMHU3MPOBAHHOIO KOHTPOJIHUPYEMOTO

KIIMHUYCCKOI'O HMCCJIICJOBAaHMA. HOT)TOMy B COOTBETCTBHHU C THUIIOM MCIIOJIb30BAaHHOM



J0Ka3aTelbHOM 0a3bl OOJBITMHCTBO pa3paboTaHHBIX pekoMeHmanuii mmeetr I-IV
YPOBEHb JI0Ka3aTEIHFHOCTH CO CTeneHbto rpaganuu B wim C.

JlaHHBIE KJIMHAYECKHWE pEeKOMEHJAIMM OB pa3paboTaHbl C  IIEIBIO
0003HaYNTh OCHOBHBIC HAMpPABJICHHUS] TUArHOCTUKH W BEJEHUS TAIUEHTOB C
nedururom QaktopoB cBepThiBanus kpoBu Il, VII u X B Hambosnee TUNMMYHBIX
creHapusx. TeM He MeHee, HEOOXOIWMOCTh IMEPCOHU(DHUIIMPOBAHHOTO MOAXOMa K
JEYeHWIO  KaXKIOro  TMalHWeHTa  TO3BOJISIET  KIWHUIMCTY  MOAMQPHUIIUPOBATH
NpeIOKEHHbIE PEKOMEHIAlMU ¢ YYeTOM WHIUBUAYaIbHOTO (eHOTHIIA 3a00JIeBaHUS

Y 0COOEHHOCTEeH OTBeTa MalKueHTa Ha IPOBOIUMYIO TE€PAIIHIO.

Oougue pekomenoauuu eedenusn nayuenmos c PHCK.

Kak u mpu npyrux HacnenctBeHHbIX koaryiomnatusix npu PHCK cnemyer
cobmofaTh 0oOIIMe Mepbl, HalpaBieHHblEe Ha CHU)KEHUE pPHCKAa BO3HHWKHOBEHUS
reMOpparuueckoro CHHApoMa: H30erarb KOHTAaKTHBIX BHJOB CIOpTa U JPYruX
AKTUBHOCTEM C LEJbI0 MpeaylpexXIeHHUs pa3BUTHs KpPOBOTEYEHHs, BbIOMPATH
VMHBA3UBHBIE IPOLEYPbl C MUHUMAJIBHBIM PUCKOM BO3MOXXHBIX I€MOpPparndecKux
OCJIOKHEHH, MIOAACP/KUBATH KOMMYHUKALUIO Bpaya-reMaToJiora
CHELUAIU3UPOBAHHOIO LIEHTpa MAaTOJOTMU IeMOocCTa3a ¢ IPYTMMH CHEeLUaIUuCcTaMH,
3aHUMAIOLMMUCS JICYCHUEM Nal[UeHTa.

[Tomumo crieninpryeckoil reMoCcTaTUIecKOr 1 3aMeCTUTEIbHON Teparnuy Bpad-
reMaToJIOr MOXXET HCIIOJIb30BaTh JOMOJHUTENIbHBIE JIEKAPCTBEHHBIE CPENICTBA B
neyennn naureHtoB ¢ PHCK, Hanpumep, ropMOHaidbHYIO TEpalvi0 y JKEHILUH C
PELUINBUPYIOLIMMH TSKEJIBIMA MAaTOYHBIMA KPOBOTEUEHUSIMH.

TpanekcamoBas KuciaoTa U Jpyrue aHTUGUOPHUHOIUTHYECKHE CPEeICTBA MOTYT
IIPUMEHSTHCS 1JIsI KYIIMPOBAHUS MEHOPPArui M JIETKUX KPOBOTEUYEHHUM U3 CIU3UCTBIX
000JI04eK, 332 UCKIIFOUEHUEM IOYEYHBIX KpOBOTE€UEHHH. AHTHUPUOPUHOIUTHYECKHE
npenapartsl MOTYT HCIIONb30BaTbCsl B MOHOTEpAallMM WA B JONOJHEHUE K
KOHI[EHTpaTaM (DaKTOpOB CBepThIBaHUS KpOBH. B cioydae BBICOKOIO pHCKa
BO3MOXKHBIX TPOMOOTHYECKHUX OCJIOXHEHUH NMpHMeHeHHe aHTU(UOPUHOIUTUYECKUX

IIperapaToB HeIOMyCcTUMO. [ mpeaynpex1eHUs] XUPYPrUUEeCKUX WM aKyLIepCKUX
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KPOBOTEUEHHMI TpaHeKcamoBasi KUCJIOTa JOJKHA ObITh Ha3HayeHa MepOopasibHO WM
BHYTPMBEHHO HE TMO37HEe, YeM 3a 2 yaca JI0 ONepalyy WM POAOB IS JOCTUKESHHUS
IIMKOBBIX 3HAYEHUH B IUIa3M€ BO BpeMsl POBEACHUS MaHUITYJSILUU. TpaHekcaMoBast
KMCJIOTa JOJDKHA €  OCTOPOXHOCTBIO  HCIOJIB30BAaThCSI  OJHOBPEMEHHO €
KOHIIEHTpaTaMi NPOTPOMOMHOBOIO KOMIIJIEKCAa M3-32 BBICOKOIO pHUCKa pa3BUTHUS
TPOMOOTHYECKUX OCJIOKHEHUH.

[Ipn mpoBeneHuu crenuprUIecKol 3aMeCTUTENbHON Tepanuu MpearouTeHHe
JIOJDKHO OTJABaThCsl MCIOJb30BAaHUIO PEKOMOWMHAHTHBIX WM BBICOKOOUHMIIEHHBIX
BHUPYCHHAKTUBUPOBAHHBIX TJIA3MATUYECKUX KOHIIEHTPATOB (DAKTOPOB CBEPTHIBAHMS

KpOBH IIO OTHOIIECHUIO K CBG)I(e?;aMOpO)I(eHHOﬁ Ija3sMe.

I'naBa 2. Aedpuuut pakropa cBepThiBaHus KpoBu || (mporpoMouHa)

2.1 Oowan unpopmayua u namozenes.

HacnencrBennoe Hapyiuenne ¢dakropa cBepteiBanus kposu I (FIl) -
npoTpoMOMHa — ayTOCOMHO-pPEleCCMBHOE 3a0oyieBaHUe, XapaKTepusylolleecs
CHIDKGHHEeM  aKTUBHOCTH  MpoTpomMOMHa B Mja3Me,  OOYCIIOBIEHHBIM
KOJIMYeCTBEHHBIMU (runmonpoTpoMOMHEMH) WJIH KaueCTBEHHBIMU
(mucriporpomOuHemusi) nedexramu B cTpykType Oenka Fll. PacnpoctpaneHHOCTB
neduruta Fll B 6onpmmacTBe cTpan coctapnseT 1 mamueHt : 2 000 00Giacenenus.

FIl — rmuxonporenn, obpa3yercs B nedeHu B npucytcTBuu ButamuHa K. Ilon
BIMSIHUEM aKTHBHPOBaHHOTO (akrtopa cBepThiBaHus kpoBu X (FXa) B
WMHULIMKpPYIOLIeH (aze KoaryisuOHHOro Kackaia M MpOTPOMOMHA3HOTO KOMILIEKca
(baza ammmdpukanuu) mnepeXoauT B TPOMOWH. TpomMOWH, B CBOKO OdYepess,
aKTUBUPYET JApyrHe Tula3MeHHbIE OENKM CBEpPTHIBAaHUS KPOBH W TPOMOOITUTHI C
KOHEeUHBIM (popMupoBaHreM GUOPUHOBOTO CTYCTKA.

Hepumur FII olGycnoBnen Bapumamusimu B F2 reHe, KOTOpBIA KOAHMpyeT
nporpoMOuH. He cymectByer mnpsmol koppensiuuu Mexay F2 reHorunoMm wu

(dheHOTHUIIOM 3a00JIeBaHUS.
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2.2 Knunuueckue nposenenus.

OcHoBHoe mnposiBnenue neduunuta Fll — kpoBoTeueHHS U KPOBOM3IMSHUS,
BO3HHKAIOIIE CIIOHTAHHO WJIM BCJEACTBHE TPaBMbI. | eMopparndecKuii CHHIPOM
HamOoJiee YacTo TMpeACTaBiIeH KPOBOTEUEHUSMH W3 CIM3UCTBIX 000JOYeK,
reMaToMaMl  MSTKUX  TKaHed  pas3iuuHbIX  JIOKAIW3alui, reMapTpo3amy,
KPOBOTEUECHHMSIMU BO BpEeMsI U TOCJIE XUPYPTUUYECKUX BMEIIATENBCTB U TSHKEITBIMU
MEHCTpPYallbHBIMU ~ KpOBOTeUeHUsiIMU. MeHee XapaKTepHbl KpOBOTEUYEHHUS U3
xenynodHo-kuieunoro tpakta (KKT), remartypus, akyiiepckue KpPOBOTEHYEHHS |
KpPOBOTEUEHMsS] W3 TMyNo4yHOH paHbl. Y 7% TanWeHTOB pPerucTPUPYIOTCS
KPOBOM3JIUSIHUSA B IIEHTpalibHYI0 HepBHYIO cuctemy (LTHC).

[Ipn runonporpombuuemun c aktuBHOCcThIO FII < 10%, kak mpasuio,
oTMeuaroTcsi Oosiee TsKeNble KPOBOTEYEHHMS! MO CpPaBHEHHIO C KPOBOTEUECHMSIMHU,
Bo3HUKaromuMu Tpu aktuBHOCTH FII > 10%. B mocnennem cnydae Hambolee
TUTTAYHBI JIETKAE U YMEPEeHHbIE KPOBOTEUEHHUS U3 CIIM3UCTBIX 000JI0OYEK.

Jis  gucnpoTpoMOMHEMHM — XapakTepHa cliabasi B3aWMOCBSI3b  MEXIY
KIIMHAYECKUM | JTA00PaTOPHBIM (heHOTUTIOM 3a00JIeBaHMUSI.

VY rerepo3urotHeix Hocutenei nedurura FIl B GompmmHCTBE ciydaeB
onpenensercs akTuBHocTh FII B mpemenax 40-75% ¢ acUMITOMHBIM TeUCHHEM

3a00JIEBaHUA.

2.3 Jlabopamopnas ouaznocmuka.

Koarysonorudeckoe o0ciieloBaHNE MPOBOTUTCS TOITAITHO!

Ilepsviti  >man. Koaryiaonorudeckuit CKPUHMHT TPU TOAO3PEHHH Ha
reMopparuveckue COCTOSIHUS BKJIFOYaeT AKTUBHPOBAHHOE YaCTUYIHOE
tpombornactuHoBoe Bpemsi (AUTB), nporpomounoBoe Bpems (I[1B), TpomOuHOBOE
BpeMs (TB), konnentpamnuto ¢udpuHorena (mo Kiayccy), BpeMs KpOBOTeUYEHHs
CTaHIapTHU30BaHHBIM METOOM (HAmpuMmep, Mo AWBH) U MHCTPYMEHTAIBHYIO OIIEHKY

(GbYHKIIUH TPOMOOIIMTOB.
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Ha ocHOBe 3THX TeCTOB MOKHO OIpeAeUTh TUI HapyLUEHUsI CBEPTHIBAEMOCTH
kpoBu. s nedunurta Fll xapakrepno yBenuuenne AUTB u I1B npu coxpaneHuu
JIpYTUX BbILIEYKa3aHHBIX MOKa3aTesel B mpeaeiax HOpMalbHbIX 3HAUYEHUH.

Bmopoii sman. Bemmonnsiercst ans Bepudukanuu Hanuuus gepunurta Fll mpu
obHapyxeHnun mnposionrupoBanHoro AUTB u TIB. HMcnonp3yeTcs ogHOCTaAMIHBIMN
MeTos ompeneneHus akTuBHOCTH FIll, ocHOBaHHBI Ha mMpoBeneHWH pacuera IO
KpuBoil 3aBucuMocTH IIB ot %-Horo comepkanusi (akTOpoB MPOTPOMOWHOBOTO
KOMIIJIEKCa, TOCTPOCHHBIN C UCIIOIb30BaHUEM PA3JIMUHbIX Pa3Be/leHUl KOHTPOJIbHOM
J1a3Mbl.

Tpemuii sman. 1lpu BBISIBIEHHOM CHIKeHUM akTuBHOCTU FII Bo3moxHO
npoBefieHne MMMYHodepMeHTHOro aHanuza aHtureHa Fll ¢ menpto Bepudukarum
TUIO- WIA AucnpoTpoMOuHeMuu. llpuMeHeHMe  METOOMK C HCHOJIb30BAHHEM
pasnuuHbiX 3MewHBIX smoB (Echis carinatus, Taipam textrarin) mossossieT
muddepeHIrpoBaTh HEKOTOPbIE BApUAHTHI JUCTTPOTPOMOMHEMUH.

CrnenyeT nMeTh BBUAY BO3MOXXHOCTb HaW4Msl prodpeTeHHoro Aedumura Fll
Ipy BOJMAHOYHOM AHTHUKOATYJISHTHOM THUIIONPOTPOMOMHEMHUYECKOM CHHAPOME,
KOTOpPBI OTIWYaeTcss OT HacieacTBeHHoro nedunmra Fll mo kxmmHUYeckomy

TCUCHUIO U ITPUCYTCTBHUIO aHTI/I(i)OC(i)OJ'[I/IHI/II[HBIX AHTHUTCII.

2.4 Ilpunyunel 1evenus.

2.4.1.0peanuzayus neveHus.
* KowmruekcHbIl TOAXO0M K JeYeHWIO ManueHToB ¢ Aedunurom FIl - ymyummaer

(bu3ryecKoe U TMCUXOJOTUYECKOE 37]0pPOBhE, KAUeCTBO XWU3HHU, CHUKAET YacCTOTY
pa3BUTHUS OCIIOKHEHUH U cMepTHOCTh (Y poBeHb nokazarenbHocTH |lI).

* Habmonenne un nedeHue mamueHToB ¢ neduiutom Fll momkHO MpoBOAUTHCS
TPYIION CHEIUAIUCTOB Pa3IM4YHOro mpoduis, BKIIOYANOIIEH reMarosora,
neauaTpa, oproresa, cromarosiora, (usnoteparneBTa, Bpada JIOK, mcuxonora,
UMEIONUX ONBIT PabOThl ¢ MAIlMEeHTaMH C HapylleHHsMH remoctasza. (YpoBeHb

nokaszatenbHocTH 1),
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OcMOTp TaIMEHTOB TEeMAaTOJOTOM M CTOMATOJOTOM JIOJDKEH MPOBOIUTHCS HE
MeHee 2-X pa3 B I'0Jl; OCTAIBHBIMU CITEIUATTUCTAMH - 10 HEOOXOIUMOCTH.

Bce mnamuentsl ¢ gedunurom Fll gomkHBI  OBITH  3aperuCTPUPOBAHBI B
crnienuanu3upoBaHHoM 1ieHTpe (YpoBeHs nokazarenbHocTs V). VY manuenrta win
Bpadeil, K KOTOPBIM OH o0parmaercs, KpyrioCyTOYHO TOJDKHA OBITh BO3MOYXHOCTh
KOHTaKTa ¢ reMaToJIOrOM, UMEIOIIIMM OTIBIT JieUeHHs OOJIBHBIX C KOAryJIOMaTHsIMHU.
KitoueBpiMM acniekTaMu yJIyUIlIEeHUsI COCTOSIHUS 3/I0POBBSI M KauecTBa KU3HU MpHU
JedeHnW marueHToB ¢ geduiutom  FlI SIBIIIFOTCS.  MPeAOTBpALLCHUE
KPOBOTEUEHUM, JIOJITOCPOYHOE JIeUeHUE IOBPEXKACHUN CycTaBOB W MBI, a
TaK)Ke JPYTuX MOCIeACTBUN KPOBOTEUCHUS, JIeUeHHe OCI0KHEeHU Moce Tepanuu
(Hanpumep, BUpYCHBIe WH(EKINH, TTepeaBaeMble KPOBBIO).

KpoBoTeueHus cieayeT ocTaHABIMBATh B HA4aJlbHOMN cTaauu (110 BO3MOXKHOCTHU B
TeUeHHWe MEePBbIX 2-X YacoB), MOTOMY OCHOBAHHMEM JUIsl Hayaua Teparuyd MOTYT
OBITh CYOBEKTHBHBIC OIIYIIEHUS TarueHTa Wi (akT TpaBMmbl. JKematenbHO
OCTaHOBUTH KpPOBOTEUEHHE WM KPOBOUBJIMSHUE [0 Pa3BUTUS 3HAYMMBIX
KIIMHUYeCcKuX nposiBiieHuit. (YpoBeHb nokazatensHocTH I11).

JIsE OCTaHOBKM JIETKMX W CPEIHMX KPOBOTEUEHWH JIOKHA WCIOJIB30BATHCS
Tepanus Ha JoMy. [Ipu pa3BUTHM TSHKENIOro KpOBOTEUEHHS Teparus JOJKHa ObITh
HauaTa Kak MOXHO paHblle (Ha J0MYy) U MPOJO/DKEHA IOJ HaOJoIeHHEeM
reMaToJIoTa CTallMOHAPHO WM aMOyIaTOpHO.

[TanrienTam HEOOXOJUMO pPEKOMEHIIOBaTh, YTOOBI OHU HE MOJb30BAIUCH
CpelcTBaMH, BIUSIONIMMU Ha (QYHKUHUIO TPOMOOLKTOB, OCOOEHHO aleTHi
CANMIMIIOBON  KHCIOTOM W  HECTEPOUAHBIMA  MPOTHBOBOCTIAIIUTEILHBIMU
npenapatamu (HIIBIT), 3a wuckmouenuem Hekotopsix [[OI-2: mnenexkokcuo,
MapeKkokcrud u Jip. ANbTEepHATUBHBIMU MeHee 0e30MacHbIMU OO0JeyTOJSIONUMU
CpelICTBaMU SIBJISIETCS MaparieTamost/aneTaMiuHOBeH.

Cnenyet n3beraTh BHyTPUMBILIEYHBIX UHBEKLIUNA U MTyHKLIUHA apTepUid.

Cnemyer TmTOOMHIPATH peryNspHbIE 3aHITHS (QU3NIECKUMH  YIPaKHEHUSMHU,

CIIOCOOCTBYIOLIMMHU Pa3BUTHIO MYCKYJATyphl, 3aLIUTE CYCTaBOB M YJIYyYILIECHHIO
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¢usndeckoro cocrosHus (HampuMep, JiedeOHass TUMHACTHKA, I[UIaBaHUE).

HeoOxoanmo pexoMeH10BaTh U30eraTh KOHTAKTHBIX BUJIOB CIIOPTA.

2.4.2 Jlexapcmeennvie cpedcmea, npumensiowuecs npu oegpuyume Fll .

B ocHoBe nedenuss mnanweHtoB ¢ gedbunurom Fll nexwur cnenmududeckas
3aMeCTHUTeIbHAs Tepanus KOHIleHTpaTaMu mpoTpombuHoBoro kommiekca (KITK)
(Yposenn nmokazarensHoctu |lI). B Hacrosimee Bpemsi B PO 3apeructpupoBaHbl 2
KIIK: ®dakropsl cBeprhiBanus kposu I, VII, IX, X B xomOuHanuu (mpoTpoMOMHOBBI#
KOMILIeKe) U (hakTopsl cBepThiBanus KposH I, IX u X B komOuHaImu.

KIIK comepaT mpuOIM3UTENFHO paBHOE KOJUYECTBO (akTOopa CBEepTHIBAHUS
kpoBu IX (FIX) u Fll ¢ sxBuBanenTHOlM akTtuBHOCTBIO. IIpu BBemenun 1 ME/kr
Macchl Teda TalnueHTa akTuBHOCTH FII moBeimaercs, B cpemnem, Ha 2%
(BoccranoBnenne aktuBHoctd FII — Tect BoccranoBnenus = 2). Ilepuon
nonyBbiBefeHuss FIl  cocraBaser 60 wacoB. Takum 00pa3oMm, cTaHmapTHas
tepaneBTrdeckas no3a KITK 20-30 (FIX) ME/kr maccel Tena mandeHTa MOBBIIIAET
akTtuBHOCTH mazMennoro Fll no 40-60%.

[Tpu TsDHKENBIX KPOBOTEUCHHSIX MITH OOJIBIINX XUPYPTrUUYECKUX BMEIIATeIbCTBAX Y
nanueHToB ¢ aedururom FII KTIK HazHavaeTcs B ctapToBO# HackImaromei noze 20-
40 (FIX) ME/kr maccel Tena margeHTa ¢ MociIeyOIUMUA TOBTOPHBIMUA HH(Y3HSIMH
npemapata B go3e 10-20 (FIX) ME/kr maccel Tena manueHTa ¢ WHTepBaiamMu B 48
4acoB IS JOCTH)KeHHMs U momnepkanus aktuBHoct FII > 20% Hposens
nokazarenbHoctd Il B).

C 1enbro PeIOTBpAIIEHUS Pa3BUTHS TeMOPPArnIecKoro CUHIPOMa TP HATWYUAN
NEPCOHANLHOTO WJIM CEeMEWHOro aHamHe3a TSKENIOro KIMHUYECKOro QeHOTHNa
MPEAIIEeCTBYIOMNUX KPOBOTEUCHW WX TIpW CcHWKeHuH aktuBHOcTH FII < 1%
peKoMeHIyeTcsl TpoBeleHue TNpoduinakTruueckoro jedenus ¢ BeeneHuem KIIK B
no3ze 20-40 (FIX)ME/kr macchl Tena maiydeHTa ¢ MHTEPBAJIOM B 5-7 nHel ¢ 1eNbio
noctuxenust aktuBHocTH Fll > 10% (Yposens nokazatensHoctu |l B).

Crtporo pexoMeHIyeTcsl UCIOJIb30BaTh OUMILEHHbIE, BUPYC-WHAKTUBUPOBAHHBIE,

mrazmaTudeckre wim pekomouHanTHble KITK (YpoBenp nokazatensHoctr ). KITK
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BBOJIATCS BHYTpPHUBEHHO. Yalie Bcero WCMONMB3yeTCs OOocHas WHQY3US CO
CKOPOCTBIO, PEKOMEH/JOBaHHOW  MPOW3BOAUTENEM. BO3MOXHO TMpUMEHEHWHE
HeTpepbhIBHONH HWH(Y3UH, €ClI pa3BeACHHBIN IpernapaT MOXeT JOJT0 COXPaHSATh
aKTUBHOCTH B PACTBODE.

B ciydae HEJIOCTYITHOCTH KTIK BO3MOXKHO MCTIOJIb30BaHNe
KapaHTUHU3UPOBaHHOHN cBexe3amopoxenHoit miasmbl (C3I1) B moze 15-25 mi/kr
Macchl Teja MalueHTa, MOBBIMaronel mia3MenHyo aktuBHOCTH FII no 30-40%.
Ncnonb3oBanne C3I1 BO3MOXKHO B HCKITFOUATEIBHBIX CIIyYasX W HE JOJDKHO SBISITHCS
nocTosiHHOM npakTukoit (YpoBeHb nokazarenbHocTH Il1).

JIyiss KynmupoBaHUS JIETKUX KPOBOTEUCHWN WJIM B Cliydae TPOBEJECHUS MaJloro
XUPYPruvecKoro BMeIIaTeIhCcTBa BO3MOKHO Ha3HauUCHUE TPAHEKCAaMOBOM KHCIIOTHI B
noze 15-20 mr/kr maccel Tena manueHta wim 1 r X 4 paza B cytku (YpoBeHb
nokazatenpHocTH |l C).

CBCI[CHI/IIZ 0 BO3MOKHOM BO3HUKHOBeHMU aytoaHTuten K Fll He mmeercs.

2.5 Ocobennocmu meuenusn 3ab6o01e6anus y oemeil.

Manudecranueit nepunura FIl y nereit MoryT ObITh MynoOYHBIE KPOBOTEUSHHSI
win kpoBomsnusHus B [[HC. BaxxHO MOMHUTB, YTO XapaKTepHOW OCOOEHHOCTHIO
HOBOPOXX/ICHHBIX SIBIsieTCs (u3nonornueckoe cHkeHue aktuBHoctd FIlI mo 26—
70%.HopmanbHbix 3HaueHuit aktuBHOCTH Fll mocTuraeT x 6 MmecssuHOMY BO3pacTy.
IlosToMy, ycrtaHnoBineHnue nuarHosza aedunutra Fll y HOBopoxaeHHBIX TpeOyeT
00s13aTeTFHOTO CPaBHEHUS TTOJIYYeHHBIX Pe3yJIbTAaTOB JJaOOPATOPHOTO MCCIIeTOBAHUS
C pedepeHCHBIMA HWHTEpPBaJlaMU JOMYCTUMBIX B HEOHATAIILHOM IEpHOJIe 3HAYCHHMA
Wi oOclieoBaHUE TMallMeHTa I[ocje pPYTHUHHOro Ha3HaueHuss BuTamuHa KI1.
Heob6xoaumo moBTOpHOE 0OCie0BaHNe MareHTa Mocie JOCTKEeHHUS 6-MecsIHOTO

BO3pacTa.

2.6 Beoenue >tcenuqun 60 epemsa d6epemMeHHOCmU U POO0E.
B Teuenwe HOpManbHO TpOTeKarolled OepeMeHHOCTH akTuBHOCTH FlI

CyIIECTBEHHO He MeHsieTca U, OOBIYHO, OcCTaeTcsi HeJOCTATOYHOW  JIst
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HEOCJIO)KHEHHOTO  pOJAOpa3pelieHus y JKeHIIMH C  TSHKEJIBIM  JIeUITUTOM
nporpom6OuHa. Ilpu aktuBHOcTH FIl < 20%B TpeTbem TpumecTpe OEpeMEHHOCTH C
[EeJNBI0  TIPEOTBPAICHHUS Pa3BUTHS TEeMOpPpParnyecKux OCJIOKHEHUH B pojax
Heooxoaumo BBenenne KIIK B goze 20-40 (FIX) ME/kr maccel Tena maldeHTKH
OJTHOKPATHO TPHU Hayaye POIOBOH NEATEIHHOCTH WIIU Iepel] KecapeBbIM CeYCHHEM
s poctuxkenus aktuBHoctd FII 20-40%. IloBTopHble wuHGY3uM mpenapara
npousBonstcsi ¢ uHTepBaioM B 48 vacoB B nmo3e 10-20 (FIX) ME/kr macchr Tena
MalUeHTKHU ¢ 1eNbio noaaepxanus aktuBHocTd FIl > 20%B Teuenue, kak MUHUMYM,
Tpex nmHei mocie pomoB (YpomeHsb pgokazatenbHocTH |l B). Ilpu otcyTcTBUM
KIIMHAYECKUX TPOSIBICHUM 3a00JieBaHMsI BO BpeMsl OEpEeMEHHOCTH 3aMeCTHTEIIbHAs
teparus KIIK He mnpoBoauTcs, B ciydae pa3BUTHS KPOBOTCUCHHUS Teparvsl

IMPpOBOAUTCA I10 O6HII/IM IMpUHLOUIIaM.

I'naa 3. lepuuut pakropa cBepThiBaHust KpoBu V|
(rumoONMpOKOHBEPTHHEMUSI)

3.1 Obwan unghopmayua u namozenes.

Heduuut paxropa cBeproiBanus kpou VIl (FVII) — HapyiieHue cBepThIBaHUS
KPOBU C ayTOCOMHO-PEIECCHBHBIM THUIIOM HACJIeIOBAHUS, TIPU KOTOPOM CHIDKCHHE
aktuBHoctu FVII B mnazme o0ycnoBieHO KOJUYECTBEHHBIMHU WIJIM KaueCTBEHHBIMU
nedexkramu B cTpykType Oenka FVII. OOmemupoBass pacmpocTpaHeHHOCTh — 1
rmaredT Ha 500 00OuaceeHus.

[Tpubnuzutensno 99% FVII nupkynupyet B mia3Me B KauyeCTBe HEAKTUBHOTO
3uMoreHa W ymmb 1% - B aktuBHOU (opme (FVlla). [Mocnennuii coemunsiercs B
MeCTe MOBpexaeHuss cocyaa ¢ TkaHeBbIM ¢akrtopoMm (Td). Kommiaexke Td-FVila
reHepupyet gonojHutelbHoe oOpazoBanue FVlla u3 3umorena FVII u aktusupyer
dakrop cBepthiBanus KpoBu X (FX) u FIX, ydacTByromiue B reHepanuyu TpoMOHHA B

VMHULIMUPYIOLIeH (aze cBepThIBaHUS KPOBHU.
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Hedumut FVII oGycnosnen penkumu HapyieHusiMu B F7 rene, koaupyromem
FVII. HauGonee wacto ompenensitorcsi oTkiaoHeHus B F7 mpomortope. MuBepcuu
uHTpoHa 7/ W 3K30Ha 8 BerpeuaroTcs y 30% B oOmieil momynsiyuu W BIUSIOT Ha
6azoByto aktuBHOCTH FVII. DT0 MoOXeT OBITHh NPUUMHONH KIWHUYECKOW U
nabopaTtopHoii BapuabenbHOCTH (eHOTHNoB y marueHToB ¢ aeduiurom FVII,
OJIHaKO, 3TOr0 HEJOCTAaTOYHO /s CHMKeHus aktuBHocTH FVII no yposnei,

aCCOLMAPOBAHHBIX C Pa3BUTUEM KPOBOTEUEHMI.

3.2 Knunuueckue nposaenenus.

OcHoBHoe mposiienue Aedpuinura FVII — xpoBoTeueHuss m KpOBOMIIUSHUA,
BO3HUKAIOIIME CIIOHTAHHO WM BCJEACTBHE TpaBMbI. [ eMopparndyeckuii CHHIPOM
HanOoJilee YacTO TIPEJICTaBIeH KPOBOTEUYCHHMSIMU W3 CIM3UCTBIX 000JOYEK, B TOM
yucie u3 cauznctbix JKKT, reMaTomamMu MSATKUX TKaHeid pa3ivYHbBIX JIOKAIHA3AIUH,
reMapTpo3aMu U TSHKEIBIMU MEHCTPYaJIbHBIMU KpOBOTeUeHUsIMU. KpoBOU3IUSHUS B
IIHC peructpupytorcs y 3-10%mnarnuentoB ¢ aedururom FVII.

[TpubnusutensHo B 60% cinyyaeB TedeHwe 3a00iieBaHUS ACUMIITOMHOE, U
MOBOJOM I HWACHTU(GUKAIIMU JMarHo3a SBJSETCS ClydaiiHoe OOHapyXKeHue
yBenuuenus [1B.

Tsxenble KpOBOTEUeHHUST HanOoJiee xapakTepHsl npu akTuBHOCTH FVII < 1%.
VY manuentoB ¢ aktuBHOCTBIO FVII > 1% ormeuaroTcs, kak mpaBuiio, yMEpEeHHbIE U
JerKue KpOBOTEUEHUS! M3 CIMU3UCTBIX O0O0JIOYeK WM AacCUMITOMHOE TeUeHHe
3aboneBanus. Tem He MeHee, B psjie CIydaeB PETUCTPUPYIOTCS TSHKEIbIe TIPOSIBICHHUS
reMopparmdeckoro cuaapoma y juil ¢ aktuBHOCThI0 FVII > 20%, yka3biBas, Takum
o0pa3oM, Ha OTCYTCTBUE TIPSMON KOppesiuuyh MeXAy KIMHUYECKUM U
1abopaTOpHBIM (EHOTHUIIOM 3200 BaHUSI.

VY rerepo3urotHeix Hocutened nedbunura FVII B GombimmHCTBE ciydaeB
onpenensercs aktuBHocTh FVII B mpenenax 40-60% c acUMIITOMHBIM TEeUCHHEM

TAIIOIIPOKOHBEPTUHEMHU.
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3.3 Jlabopamopnas ouaznocmuka.

Koarynomnorudeckoe o0ciiefoBanmne MPOBOIUTCS ITOATAITHO:

llepguviii  sman. Koarynonorndeckuii CKpUHMHT TIpU TOJO3PEHUM Ha
reMoppardyeckve CcocTosiHus  Bkimrodaer onpenenenne AUTB, [IB, TB,
KOHLeHTpaluio  pubpruHoreHa (mo  Kiayccy), BpeMsi  KpOBOTEUEHUS
CTaHJapTU30BaHHBIM METOZOM (Hampumep, Mo AWBH) U MHCTPYMEHTAIBHYIO OLICHKY
(GYHKIIUU TPOMOOITUTOB.

Ha ocHOBe 3THX TeCTOB MOKHO OIpPeAeNUTh TUIl HApYIIeHUs] CBEPTHIBAEMOCTHU
kpoBu. /g nepunura FVII xapakrepHo yBenuuenue 1B npu coxpanenun AUTB u
JpYTUX BBIIIEYKA3aHHBIX TIOKa3aTesel B mpeesiax HOpMalbHBIX 3HAUYCHUH.

Bmopoii sman. Beimonusercs mis Bepudukanuu Hammuus aedunuta FVII npu
oOHapyxeHnn  TpojoHTHpoBaHHOoro [IB.  Mcmomp3yeTcss — omHOCTamUAHBIMA
KOJMYeCTBeHHbI MeToj; ompenenenus aktuBHoctd FVII ¢ ucnonbszoBanuem
CIeIMaJbHBIX JUAarHOCTUYECKUX HAO0OpPOB, B COCTaB KOTOPBIX BXOJSAT OOpa3Ibl
1a3Mel, auiieHasie FVII.

Tpemuii sman. C uensto quddepennnanuu kadectBeHHoro nedekra FVII ot
KOJTMYECTBEHHOTO BO3MOXXHO TPOBEJIeHHe MMMYHO(PEPMEHTHOTO aHalin3a aHTUTeHa
FVII.

[Ipu mobom ymiunennn [IB  gomkHBI OBITH MCKIIOYEHBI BCE BUIBI
npuobpeTeHHOro AepuiuTa (HaKTOpoB MPOTPOMOMHOBOTO KOMILIEKCa, B MEPBYIO
ouepellb 00YCIOBJIEHHBIE TSKEJIOW MaToJOrHuel MeuyeHu, MeXaHUYeCcKOl KeNnTyXoH,
TOKCUYECKUM JIeiCTBHEM aHTHKOATyJISTHTOB HEMPSMOTO JeHCTBUS, dHAOTeHHBIM K-
TUTIOBUTAaMUHO30M. M3ommpoBanHbiii mpuobperennsiii nedpunut FVII, xak mpaswio,
o0OyCJIOBJIEeH MMMYHHBIMUA HapylICHUsIMH, MOXXET HaOIoIaThCs MpPU CUCTEMHOM

aMUJION 103¢ U He(YPOTHIECKOM CHHJIPOME.
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3.4 Ilpunyunot 1evenus.

3.4.1.Opeanuzayus nevenus.

KommekcHblii moaxon K JiedeHuro mnamueHToB ¢ neduiurom FVII ynydmaer
(bU3UYecKoe U TICUXOJOTUYECKOEe 37I0POBbe, KauyeCTBO JKM3HU, CHM)KAEeT 4acTOTYy
pa3BUTHS OCIIOXKHEHUH U cMepTHOCTh (Y poBeHb nokazarensHocTH |lI).
Habmonenue un nedenne nanueHToB ¢ neduiurom FVII gomkHo mpoBoguThes
IpyNION CHEHANMCTOB Pa3IMYHOro Npoduiis, BKIOYAIOIIEH TemaToJora,
neauaTpa, oproresa, cromarosiora, (usnoreparneBTa, Bpada JIOK, mcuxornora,
HUMEIOIIUX OIBIT PabOTHI C MallMEHTaMU C HapylleHusMH remocrtasa. (YpoBeHb
nokazarenbHocTH lll).

OcMOTp TaIMEeHTOB TEeMAaTOJOTOM M CTOMATOJOTOM JIOJDKEH IPOBOIUTHCS HE
MeHee 2-X pa3 B I'0Jl; OCTAJIbHBIMHU CITEIIUATUCTAMU - 10 HEOOXOIMMOCTH.

Bce mnammentsr ¢ pedummrom FVII momxHel OBITH 3aperucTprpoBaHbl B
crienanu3upoBaHHOM 1eHTpe (YpoBeHb fgokazatenbHocTH V). YV maruenTta win
Bpavel, K KOTOPhIM OH 00paIaeTcs, KpyrioCyTOYHO JOJIKHA ObITh BO3MOXKHOCTh
KOHTaKTa C TeMaTOJIOTOM, UMEIOIIIMM OITBIT JIeYeHUSI OOJBHBIX C KOAryJOTaTHsIMHU.
KimroueBpIME acTieKTaMu YTyUIIEHUsS COCTOSIHUS 3JI0POBBSI M Ka4ecTBa KU3HU TPU
JedeHur TmanueHToB c  aedunurom FVII gaBnstoTcsa:  mpemoTBpaliieHue
KPOBOTEUEHHUM, JIOJITOCPOYHOE JIeYeHUE ITOBPEXKIACHUN CYCTaBOB W MBI, a
TaK)Xe JPYTUX MOCIEACTBUN KPOBOTEUCHHUS, JICUSHHE OCIOKHEHU MTOCIe Teparun
(HamprMep, HHPEKITHOHHBIX).

KpoBoTeueHus ciemyeT ocTaHaBIMBATh B HAYaJIbHOU cTagnu (0 BO3MOXHOCTH B
TeYeHHEe TIePBBIX 2-X YacoB), MMO3TOMY OCHOBaHWEM IS Hadaja TEePariid MOTYT
OBITh CYOBEKTHBHBIC OINYIIEHUS TalMeHTa Wi (akT TpaBMbl. JKemarelbHO
OCTAaHOBHUTH KpPOBOTEUYECHHWE WM KPOBOMBJIHMSHUE [0 Pa3BUTHS 3HAYMMBIX
KIIMHUYeCcKuX nposiBiieHuit. (YpoBeHb fnokazatenbsHocTH I11).

JIss OCTaHOBKM JIETKMX M CPEJIHMX KPOBOTEUYEHHUH JIOJDKHA HCIOJIb30BAThCS

Tepanus Ha qomy. [Ipu pa3BUTHU TSKETOro KPOBOTEUEHUs Teparus JoJIKHA ObITh
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HavaTta KaK MOXHO paHblle (Ha JOMy) W TIPOJOJDKeHa Ioj HaOJroIeHueM
reMarosiora CTalliOHapHO UM aMOyJIaTOPHO.

e [laumentam HeoOXOOMMO pPEKOMEHAOBAaTh, YTOObI OHHM HE TIOJIb30BAINCH
CpelcTBaMH, BIHUSIONIMMU Ha (QYHKUHAIO TPOMOOLMTOB, OCOOEHHO aleTHl
CaJMUMIOBOM  KHUCJIOTOM UM  HECTepOUJHBIMU  MNPOTUBOBOCHATIUTEIBHBIMU
npenapatamu (HIIBIT), 3a wuckmodenuem Hekotopeix [[OI-2: mnenexokcuo,
napeKkokcud W Jp. ANbTepHATUBHBIMH MeHee Oe30macHBIMH OOJIeyTOJSIOMUMA
CpelICTBaMU SIBJISIETCS MaparieTamost/aneTaMuHOBeH.

* Cnenyet uzberaTb BHyTPUMBIIIEUHBIX MHBEKIIUN U MYHKIUU apTepUH.

* CrnemyeT TOOWPSATh pETYJSpHBIC 3aHATAS (U3NYECKUMHU  yIPOKHEHUSIMH,
CIOCOOCTBYIOIIMMH Pa3BUTUIO MYCKYJIATYphl, 3allUTE CYCTaBOB U YJIYUILIEHUIO
¢usnveckoro cocrosHus (Hampumep, JiedeOHAs TUMHACTHKA, I[UIaBaHUE).

HeoOxoanmo pekoMeH10BaTh U30eraTh KOHTAKTHBIX BUJIOB CIIOPTA.

3.4.2.Jlexapcmeennvie cpedcmaa, npumeraowuecs npu oeguyume FVII .

Jlst KyITAPOBaHUS WA peaypeK ACHUS KPOBOTECUCHHIA pu
TUITOTPOKOHBEPTUHEMHUM HUCTONB3yeTcsl  dnTakor ainbda (akTHBUPOBaHHBIN) —
pexomMOnHaHTHBIN akTuBHpoBanHbid FVII (rFVII a).

JI7is OCTAaHOBKM JIETKOTO KPOBOTEUEHHUS Mperapar BBOAUTCA OJHOKPATHO B /103€
30-50 mkr/kr maccel Tena manuenta (YpoBenb gokasatenbHocTd Il).  Tlpwm
BO3HMKHOBEHWU YMEPEHHOTO WJIM TSDKEJIOTr0 KPOBOTEUCHHs, a TakKXKe B Ciydae
BBICOKOTO pHCKa Pa3BUTHS TEeMOPpPArUYeCKUX OCJIOXHEHWHW BO BpeMs U IIOCHe
NIPOBEJICHNS XUPYPTrUYECKIUX BMENIATEICTB PEKOMEHIYIOTCSI TIOBTOPHBIE BBEICHUS
sntakor anbda (akTuBHpoBaHHOTO) B m03e 15-30 MKI/Kr Maccel Tella MamMeHTa C
uHTepBaJIoM B 4-6 wdacoB (0oObiuHO He wMeHee 3-x wuHOy3mit) (YpoBeHb
nokazarenbHoctd Il B).

[Ipy BBITTOTHEHUM MaJbIX XUPYPTHUECKUX BMEIIATENbCTB WM WHBa3WBHBIX
npolenyp MHHHAMANbHAs 7032 OJNTAaKor ajbda (aKTUBUPOBAHHOIO) JIOJDKHA

cocTaBisATh 15 MKr/Kr Maccel Tena mangyueHTa a0 IPOBCACHUA MAaHUITYJIALHUN U
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BBOJIUTCSI, KAK MUHUMYM, JIBX]IBI TIOCJIe OKOHYAHUSI IPOTIEAYPHI C MHTEPBaJIoM B 4-6
yacoB (YpoBeHb fokazatensHocTH |1 B).

B ciyuae paHee BO3HUKABIIMX KM3HEYTPOXKAIOIINX KPOBOTEUEHUH WM YKa3aHUU
Ha HaJU4Me TSOKEIbIX KPOBOTEUYCHW B CEMEHHOM aHamHe3e, a Takke TIpH
aktuBHoct FVII <1% B03MOXHO mpoBefeHHE KPaTKOCPOUHOU MPOPUIaAKTUKH
snTakor anbda (akTuBupoBaHHbIM) B 103e 20-40MKI/KT Macchl Tena naueHTa 3 pasa
B HEJISITIO JI0 JOCTHXKEeHUS KITMHI4Yeckoro otBeta (YpoBeHb qoka3atenbHOCcTH |l B).

Y HOBOPOXIEHHBIX, HE HMEIOIIMX CEeMEHHOro aHaMHe3a HalW4usl TsHKeNbIX
KpoBoTeueHnit, HO ¢ aktuBHOCThIO FVII <1-5%, mnenecoobpa3Ho mpoBeneHMe
KPaTKOCPOYHOHM MPOMUIAKTHKHE SMTaKor aib(a (akTuBupoBaHHBIM) B mo3e 20-40
MKI/KT' Macchl Tejla MalnueHTa 3 pa3a B HENEN0 0 MOCTHXKeHUs 6-12 Mecs4HOTro
Bo3pacTa (YposeHb nokazatensHoctH |l C).

ANbTepHATUBOM 3MTaKor anbda (aKTUBUPOBAHHOMY) JUIs JIEYEHHs TAIIMEHTOB C
TMIONPOKOHBEPTUHEMUEH  SIBNIsieTCS  KOHLIEHTpaT  Tuiazmatudeckoro  FVIL.
I'emoctatnueckass Ttepanuss KoHueHTpatoM FVII mnpoBomutcss mnpu pa3BUTHH
KpoBoTeueHust/kpoBomsnusiHus B go3e 10-40 ME/kr macchl Tena marMeHTa Kaxble
4-6 dacoB 10 KYNHpPOBaHUS  reMopparmdeckoro cuHiapoMa (YpoBeHb
nokazareibHocTH |l B). C nenpto npenynpexaeHuss BOSHUKHOBEHUs KPOBOTEUCHHMSI
BO3MOJKHO TIPOBEJICHNUE 3aMeCcTUTeNIbHON Tepanuu KoHreHTpaTtoMm FVII B mo3ze 10-30
ME/xr maccpl Tena narenTa 3 pasa B Hegelto (YpoBeHb jokazarensHoctH |l B).

OddextuBHOoCTh  Tepamuu  koHHeHTpatrom FVII  u  snrakor  anbda
(akTHBHpOBaHHBIM) HIeHTHYHA (Y poBeHb gokazaTenbHocTH lll).

B cnyuae otcyrctBus rFVIla u konuentpara mnasmatuyeckoro FVII ans
ocTaHOBKH KpoBoTeueHus npu neduiure FVII moxer npumensteest KITK - dakTopsr
cBepteiBanus kposu I,VII, IX, X B koMOuHanuu (IpOTPOMOWHOBEIA KOMILIEKC) B
no3e 10-30 ME/kr maccel Tena maideHta ¢ uHTepBasiom B 48 yacoB (YpoBeHb
nokasatenbHocTH 1),

JIis  KynmupoBaHUSI TeMOPPAaru4ecKoro CHHIPOMa BO3MOXHO HCIIOIh30BaHUE

aHTUMHruouTOpHOro KoaryasiutHoro komruiekca (AMKK) B nose 20-40Ea/xr macchl
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TeJa OJHOKPATHO B CYTKH JIO TIOJHOW OCTaHOBKH KpoBoredeHus (YpOBEHb
nokazarenbHocTH lll).

B cnyudae nemoctynnoctu rFVlla, xonuenrpara mnasmatudeckoro FVII, KIIK u
AUKK Bo3MOxHO ucnonib3oBanue kapanTuHu3upoBanHoi C3I1 B moze 15-25mi/kr
Macchl Tena manuenTa. Mcrnosaszoanre C3I1 BO3MOKHO B HCKITFOYUTEIBHBIX CITydasx
U HE JIOJIXKHO SBJISTHCS MOCTOSTHHOM npakTukoi (YpoBeHs nokazarensHoctu |ll).

JIyiss KynmupoBaHHUS JIETKUX KPOBOTEUCHWN WJIM B Cliydae TPOBEJECHUS MaJloro
XUPYPTUYECKOT0 BMEIIATENIbCTBA C BBICOKMM PHCKOM Pa3BUTHS KPOBOTCYEHHMS, a
Tak)ke BO BCEX CIlydasX HU3KOTO pHCKa Pa3BUTHS IOCIIEONEePAIMOHHOTO
reMOpparndeckoro CHHAPOMa BO3MOYKHA MOHOTEpAaIds TPaHEeKCaMOBOUW KHCIIOTOW B
no3e 15-20 mr/kr maccel Tena marueHTa wiad 1 r X 4 pasa B cytku (YpoBeHb
nokazarenbHoctH |l C).

NmeroTcst cBeleHWsT O BO3MOXKHOM TMosBieHuW amtoanTtuten k FVII nmpwu

IMPOBCACHUHU 3aMECTUTEIbHOM TCpalinu.

3.5 Ocobennocmu meuenusn 3a6o1eeanusn y oemeil.

Y  woBopoxmennelx ¢ gpedururom  FVII  cymectByer  omacHOCTB
BO3HUKHOBEHHS CMIOHTaHHBIX KpoBou3nusaui B [IHC unu mymnoyHbeIX KpOBOTEUESHUIA.
Hpyrue nposiBIeHus TeMOpparudeckoro CHHIpoMa HeXapaKTepHBI.

®wusznonornyeckass aktuBHOCTh FVII mpu poxnenun cocrasnsier 28-104%u
JOCTUTAaeT HOPMAJIBHBIX 3HAUYeHWHd K 6-MecsuyHoMy Bo3pacty. [loatomy,
ycTaHoBiIeHHe Auaraosa aedunura FVII y HoBopoxneHHBIX TpeOyeT 00s13aTeThHOTO
CpaBHEHMS  MOJYyYEHHBIX  pe3yjbTaTOB  J1aDOPAaTOPHOTO  KCCIENOBaHUS  C
pedepeHCHBIMU HHTEpBaIaMU JOMTYCTUMBIX B HEOHATAIBHOM Teproie 3HAaUCHUN UIn
oOclieloBaHMe MalMeHTa nocjie pyTUHHOTro HazHaueHus: ButamuHa K1. HeoOxoaumo

ITOBTOPHOC O6CJ'ICI[OBaHI/Ie ImanmruecHTAa I10CJIC JOCTHIKCHU 6-MecIIHOrO BO3pacTa.

3.6 Beoenue scenujun 60 epemsa 6epemMeHHOCmU U POO0E.
B Teuenune HOpMalbHO mpoTeKaromei OepeMeHHOCTH akTuBHOCTH FVII

¢usnonornueckn mnoBeimaetcs. JKeHmuHbl ¢ JerkuMm nepunutom FVII moryt
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JOCTUTHYTh K MOMEHTY pOJIOB HEOOXOJAMMOTO0 TeMOCTAaTUYECKOTO YPOBHSI
aktuBHOCTH FVI| 6e3 nmpoBenenus crnenupuieckoil 3aMeCTUTEIbHON Tepanuu.
bepemennbie ¢ TsoxkensiM aedunmutom FVII yrpokaembl 1Mo  pa3BUTHIO
reMopparnuecknx ocliokHeHu# B poxax. JKenmmaam ¢ aktuBHOCcThIO FVII < 20%8B
TpeTheM TpUMecTpe OepeMeHHOCTH, Tiepe/l MPOBe/IeHNeM KecapeBa CeUeHus, a TaKxKe
C HaJM4YMeM aHaMHe3a YMEPEHHBIX U TSKeJbIX KPOBOTEUCHUI, ¢ Ha4yajJIoM POJOBOM
NeSITeTFHOCTH HEOOXOIMMO TPOBEJICHNE 3aMECTHTENLHON Tepanuu SITaKor anb(a
(akTuBHpOBaHHBIM) B 103€ 15-30MKI/Kr Macchl Tena malueHTKy Kaxapie 4-64acoB B
TedeHue He MeHee 3-X aHeit. st Bcex ocranmbHBIX KeHIMUH ¢ nedurnmrom FVII
snTakor anb(ha (aKTHBHPOBAHHBINA) HA3HA4YAeTCSl TOJLKO B Cllydae pa3BUTHS
KpoBoTeueHuss cormacio FVII  obmum  npuninmam — Tepanuud  (YpoBeHb

nokazarenbHoctH |l C).

I'naBa 4. le¢punur pakropa cBepThiBaHUsI KPOBU X

4.1 Obwaa unghopmayus u namozenes.

Hedunut daktopa cBepThiBanus KpoBu X (FX) — HapyiieHue B MIa3MeHHOM
3BEHE  TIeMocTa3a C  ayTOCOMHO-PELIeCCMBHBIM  THUIIOM  HacjeJO0BaHWUs,
XapakTepu3yroleecs CHU)XKEHHEM aKTUBHOCTH FX, 00yCTIOBIEHHBIM
KOJMYECTBEHHBIM WJIM KauecTBEeHHBIM JiehekTamu B O6enke FX. PacnpocTpaneHHOCTD
3a0oneBanusa 1 nmanuedt : 100000CG1acenenus.

AxTuBanus FX mpoucxonuT B MHUIIMHAPYFOIEH (a3e cBepThIBaHMS KPOBU TIpU
yuyactuu komiuiekca Td-FVIla u B daze ammindukanum C TeHaA3HBIM KOMITJIEKCOM.
AxrtuBupoBanHblii FX (FXa)u ero ko-¢akrop, ¢pakrop cBepreiBanus kposu V (FV),
BXOJIAT B COCTaB MPOTPOMOMHA3HOTO KOMILJIEKCa.

Hedunut FX BbI3bIBacTCS pa3auyHBIMU HApYIISHUSIMU CTPYKTYphl reHa F10,

Konupytoiero FX.
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4.2 Knunuueckue nposeieHus.

OcHoBHOe TmposiBieHue nedunura FX — KpoBOTEUeHUS W KPOBOW3JIHSHUSA,
BO3HUKAIOIIIME CIIOHTAHHO WJIM BCJEACTBHE TpaBMbI. | eMopparudyeckuii CHHIPOM
HanOoJilee YacTo TIPEJICTAaBIeH KPOBOTEUYCHHMSIMU W3 CIM3UCTBIX 000JOYEK, B TOM
yucie u3 cauznctbix JKKT, reMaTomMmamMu MSATKUX TKaHeid pa3ivYHbBIX JIOKAJIHA3AIUH,
reMapTpo3aMu U TSHKEIBIMU MEHCTPYaJIbHBIMU KpOBOTeUeHUsIMU. KpoBOU3IUsSHUS B
MHC otmeuatotest y 20%nanuentos ¢ nepunurom FX.

Tsoxenble KpoBOTeUeHHs HauOoyiee XapaKTepHbl Ui TAIlMEHTOB C
akTUBHOCTEIO FX < 10%.YVY mnamnuentos ¢ aktuBHOCTEIO FX > 10%o0TMeuaroTcs, Kak
MpaBUJIO, YMEpPeHHble W JIETKWE KPOBOTEUEHUS W3 CIU3HUCTBIX O00OJIOUeK,
KPOBOTEUEHHUSI TIOCTe XUPYPIHUECKUX BMEIIATEeNbCTB WJIM ACUMIITOMHOE TeueHHe
3a0oneBanus. Tem He MeHee, B psjie CIydaeB PETUCTPUPYIOTCS TSHKEIbIE TTPOSIBICHMUSI
reMopparu4eckoro CUHApoma y Jull ¢ akTuBHOCThIO FX 0-39%, yka3biBas, Takum
o0pa3oM, Ha OTCYTCTBUE TMIPSMOH KOppesiiuyd MeXAy KIMHUYECKUM U
1abopaTOpHBIM (PEHOTHUIIOM 3200 BaHUSI.

KpoBomznusuuss B IHHC, kpoBoreuenuss u3 cnusuctbix KKT, remaptposbl
OTMEYaloTCs y MAIMEeHTOB ¢ akTUBHOCTHIO FX < 2%.

VY rerepo3uroTHeix HocutTened gedunura FX B OONBIIMHCTBE ClydacB
akTuBHOCTb FX cocraBiaser okomo 50%, remopparnueckux MpOsBICHUIN

3a00J1€BaHUs HET.

4.3 Jlabopamopnasa ouazHocmuka.

Koarynomnorudeckoe o0cie1oBanne MPOBOIATCS ITOATAITHO:

Ilepsviii  sman. Koarynojorudeckuii CKpUHUHT TIpH TOJO3PSHUHM Ha
reMoppardyeckve CcocTosiHus Bkimrouyaer onpenenenne AUYUTB, [IB, TB,
KOHIleHTpanuto  ¢ubpunoreHa  (mo  Kiayccy),  BpeMs  KpOBOTE€YEHHs
CTaHJapTU30BaHHBIM METOZOM (Hampumep, Mo AWBH) U MHCTPYMEHTAIBHYIO OIICHKY

(GYHKIIUH TPOMOOITUTOB.
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Ha ocHOBe 3THX TeCTOB MOKHO OIpeAeUTh TUI HapyLUEHUsI CBEPTHIBAEMOCTH
kpoBu. s nepunura FX xapaktepno ysennuenne AUTB u 1B npu coxpaneHuu
JIpYTUX BbILIEYKa3aHHBIX MOKa3aTesel B mpeaeiaXx HOpMalbHbIX 3HAUYSHUH.

Bmopoii sman. Beimonnsiercs mist Bepuduxanun Hanuaus aedunura FX mpu
obHapyxeHnun npojoHrupoBaHHbIX AUTB u IIB. Mcnons3yercss ogHOCTaAMIHBIM
KOJMYECTBeHHBI MeTOJl olpejaelieHus akTuBHocTH FX ¢ wHcnosib3oBaHHeM
CHeLHUAJbHBIX JUAarHOCTUYECKMX HAO0OpOB, B COCTaB KOTOPBIX BXOJAT OOpasLbl
ma3mel, auineHHble FX. Jlng nuddepenunanbHoi qnuarHoctuku ¢ gedumurom FVII
BO3MOYKHO IIPOBEICHHE KOATyJISIIUOHHBIX TECTOB C aMU raJtoku Paccerna u rrop3sl.
B ciyyae Hanmuuus W30JMPOBAHHOW TMIIONPOKOHBEPTUHEMHM HCIOJb30BaHUE
JAHHBIX aKTUBATOPOB He MPUBOJUT K yBenuueHuo AUTB.

Tpemuii sman. C uensio auddepeHnmanuu kadecTBeHHOTO nedexra FX ot
KOJIMYECTBEHHOTO BO3MOKHO MPOBEJeHNE UMMYHO(DEpMEHTHOro aHajin3a aHTUTeHa
FX.

[Tpno6perennsiii nedpuuut FX moxer Bctpewatbes B 9-14% cinyuaeB mpu

CUCTCMHOM aMHUJIONI03€C, ITOCJIC TAXKCIIBIX I/IH(i)GKLIHIZ, Y OHKOJIOTHYCCKUX OOJILHBIX.

4.4 Ilpunuyunol j1eyenus.

4.4.1.0peanuzayus neverus.

* KowmrutekcHbI MOAX0M K JIeYSHHWIO MalueHToB ¢ jAedunurom FX yiydmraer
(bU3UYecKoe W TCUXOJOTUYECKOe 3/I0POBbe, KaueCTBO JKM3HU, CHI)KAeT YacTOTY
pa3BUTHS OCIIOKHEHUH U cMepTHOCTD (Y poBeHb nokazarensHocTH |lI).

* Habmonenve un nedeHue manueHToB ¢ AedunmuroM FX mHOMKHO TPOBOIUTHCS
TPYIION CHEIUATNCTOB Pa3IMdHOTO TPOQIIIs, BKIOYAIONIEd TeMaToJora,
neauarpa, oprorena, cromarosora, ¢usnoTepaneBta, Bpada JIOK, ncuxosora,
UMEIOIUX ONBIT PabOThl ¢ MAIlMEeHTaMH C HapylleHHsMH remocrtasza. (YpoBeHb
nokasatenbHocTH 1),

* OcMOTp MaIMEHTOB T'eMAaTOJOrOM W CTOMATOJIOTOM JIOJDKEH TPOBOJIUTHCS HE

MeHee 2-X pa3 B roJi, OCTAJIbHBIMU CIICIAATIUCTAMH - I10 H€O6XOI[I/IMOCTI/I.
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Bce maumentst ¢ pedpunmrom FX  gOmMKHBI OBITH 3aperuCTPUPOBAHBI B
crienuanu3upoBaHHoM IieHTpe (YpoBeHb nokazarensHocTH V). VY manuenrta wim
Bpaueil, K KOTOPBIM OH O0palaeTcsi, KpyrJIoCyTOYHO JOJKHA OBITh BOBMOXHOCTh
KOHTaKTa C reMaTOJIOrOM, UMEFOIIIMM OIIBIT JISUeHHUsT OOBHBIX C KOATryJIOMaTHSIMHU.
KitroueBbIMU acrieKTaMu yIy4IIeHUs] COCTOSIHUS 3I0POBBS M KA4eCTBa YKU3HH MPH
JIeYeHUW TalUeHTOB ¢ gepuiutoM FX  sBISIFOTCS:  mpenoTBpalieHue
KPOBOTEUEHHMI, TOJTOCPOYHOE JIeUeHHWE ITOBPEKISCHUN CyCTaBOB W MBIIII, a
TaKXXe JPYTUX MMOCIEeJACTBAN KPOBOTEUCHHUS, JICUCHHE OCIIOKHEHUH TI0CIIe Teparuu
(HamprMep, HHPEKITHOHHBIX).

KpoBoTeueHus ciemyer ocTaHaBIMBATH B HA4aJIbHOM CTanuu (110 BO3MOXXHOCTH B
TeUeHUe MepPBhIX 2-X 4acoB), OATOMY OCHOBAHHMEM JUIsl Hadajia TepParlid MOTYT
OBITh CyOBEKTHMBHBIC OIIYIIEHUS TalueHTa win (akT TpaBMbl. JKenaTenbHO
OCTAQHOBUTh KPOBOTEUEHWE WM KPOBOWBIUSHHE IO Pa3BUTUS 3HAYUMBIX
KIIMHUYeCcKuX nposiBiieHuit. (YpoBeHb fgokazatensHocTH I11).

JIisT OCTAaHOBKH JIETKMX M CpPEJHUX KPOBOTEUEHWH [OJKHA HCIOIB30BaTHCS
Tepanus Ha oMy. [Ipy pa3BUTHU TSHKEIOTO KPOBOTEUSHHUSI TePAIUs JOKHA OBITH
HavaTta KaK MOXHO paHblle (Ha JOMYy) W TIPOJOJDKeHa Ioj HaOJroIeHUueM
reMaroJiora CTallMOHAPHO WIIH aMOYJIaTOPHO.

[TarmenTaM HEOOXOAMMO PEKOMEHIOBaTh, 4YTOOBI OHHM HE TOJH30BATUCH
CpeICcTBaMH, BIHSIONIMMU Ha (QYHKIUIO TPOMOOIIMTOB, OCOOEHHO aIleThi
CAIMLIMJIIOBONH  KHCIOTOM W  HECTEPOWIHBIMH  MPOTUBOBOCTIAIUTEITHHBIMHU
npemapatamu (HIIBII), 3a wuckimouenueM HekoTopeix L[OI-2: menexokcuod,
napekokcuOd u JAp. AJbTepHATUBHBIMH MeHee Oe30MacHBIMH OO0JIeyTOJSIOMNMHU
CpeICTBaMU SIBJISIETCS TaparieTaMoli/areTaMuHOQeH.

CrnenyeT u30eraTh BHYTPUMBIIICYHBIX HHBEKIIUN ¥ ITyHKIIUN apTEPH.

CremyeT TOOWIPSATH peryisipHble 3aHATHS (DU3NYSCKUMH  yIPAKHEHUSIMH,
CTIOCOOCTBYIOITUMH Pa3BUTHIO MYCKYJIATypbl, 3alllATe CYyCTaBOB M YIyUIICHHUIO
¢usndeckoro cocrosHus (HampuMep, JiedeOHass TUMHACTHKA, IUIaBaHUE).

HeoOxoanmo pexoMeH10BaTh U30eraTh KOHTAKTHBIX BUJIOB CIIOPTA.
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4.4.2 Jlekapcmeenuvie cpedcmea, npumensowuecs npu degpuyume FX.

B ocHoBe mnedenuss mnanmeHToB c aedpuuuroM FX nexur cnemududeckas
3aMmectuTeNnbHas Tepanus (Yposenb nokazareiasHoctH |l) KIIK. B HacTosmee Bpemst
B P® 3apeructpupoBanbl 2 KIIK: ®aktopsr cBepteiBanus kposu Il,VII, IX, X B
KoMOMHaIKK (IPOTPOMOMHOBBIN KOMILTEKC) U (pakTopsl cBepThiBaHus KpoBH Il, IX u
X B KOMOHWHAIHNH.

KIIK comepxar FIX u FX mpubnu3urenbHo B 3KBUBAJEHTHON akTUBHOCTH. [Ipu
BBenennu KIIK B no3e 1 ME/kr maccel Tena manpeHnTa akTUuBHOCTE FX MOBBIIIaeTcs,
B cpeaHeM, Ha 2% (BoccTaHOBIeHHE aKTUBHOCTH FX — TecT BoccTaHOBIeHUs = 2).
Ilepuon monyseiBenenust FX cocraBiser 30 wacoB. Takum obpaszom, cTaHmapTHas
tepareBTrdeckas no3a KITK 20-30 (FIX) ME/kr maccel Tena mardeHTa MOBBIIIAET
aKTUBHOCTH mrazMeHHoro FX no 40-60%.

[Tpu TsDKENBIX KPOBOTEUCHHSIX WIIA OONBIINX XUPYPTUISCKUX BMEIIATeILCTBAX Y
nanueHToB ¢ nedunurom FX KIIK HazHawaroTcss B cTapTOBOW HACHIMAOIIEH 03¢
20-30 (FIX) ME/kr maccel Teja ManpdeHTa C MOCIEAYIOMIMMHA MOBTOPHBIMU
uHpy3usmu npenapata B goze 10-20 (FIX) ME/kr maccel Tena mnamueHTta c
WHTepBaJIaMH B 24 yaca Juisl TOCTHIXKEHUsI U Tojjepkanusi aktuBHocTH FX > 20%
(YpoBenb nokazatensuoct Il B).

C menpro TIpe0TBpAIeHUST Pa3BUTHSI TEMOPPArHdecKoro CHHAPOMA MPY HATUIUHU
NEepPCOHAIGHOTO WJIM CEeMEWHOTO aHaMmHe3a TSHKeNOoro KIMHHYECKOro (eHOoTHIa
MIPEAIIeCTBYIOMUX KPOBOTEUEHUH WM TpU CHWXKeHWW aktuBHocth FX < 2%
PEKOMEHIyeTCcsl  TPOBEJICHHE JOJTOBPEMEHHOTO MPOQPMIAKTUIECKOTO JICUYEHUS C
BBegenneM KIIK B goze 20-30 (FIX) ME/kr maccel Teja mamnueHTta 2-3 pasza B
HEJISNIO C IMeNblo mojepkanns akTuBHOCTH FX > 1%y B3pocisix u > 2%y nerteit
(YpoBenp mokazatensHoctd |l B). AnbTepHaTHBHBIA BapuaHT MPOBEICHUS
NpO(MUITAKTHIECKOTO JISYCHUSI MOXKET OBITh HCITOJIb30BaH y MAlMEHTOB C 0a30BOM
aktuBHOCTRIO FX < 5%: KIIK B go3e 20-70 (FIX) ME/kr macchl Tenla manueHTa

BBoauTCs 1 pa3 B Henenmo (YpoBens nokazatensHoctH I C).
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Ctporo pexomMeHIyeTcs MCIOJb30BaTh OUYHUIIEHHBIC, BUPYC-WHAKTUBUPOBAHHbIE,
mrazmaTudeckre wim pekomouHanTHble KITK (YpoBenp nokazatensHoctr ). KITK
BBOJSTCS BHYTpHUBEeHHO. Yaie Bcero wucrnonb3dyercs OomrocHas uWHDY3Us co
CKOPOCTBIO, PEKOMEH/JOBaHHOW  MPOW3BOAUTENEM. BO3MOXHO TMpUMEHEHHE
HeTpephIBHONH WH(Y3UHU, €ClIu pa3BeJCHHBIM Mpernapar MOXET [OJIT0 COXPAaHSTh
aKTUBHOCTBH B pacTBOpE.

B ciyvae HEJIOCTYITHOCTH KIIK BO3MO>KHO WCIIOJIb30BaHUE
kapanTuHu3upoBanHoi C3I1 B goze 15-25 mu/kr maccel Tena mMalUeHTa,
MOBBIMIAOIIeH TutasMeHHyro akTuBHOCTE FX mo 30-40%. Ucnonws3zoBanme C3I1
BO3MOXXHO B WCKIIOUHUTENBHBIX CIydasX W He JOJDKHO SBISTHCS ITOCTOSHHOM
npaktrkoii (YpoBeHs nokazarensHoctu lll).

Jisi KynmupoBaHUS JITKUX KPOBOTCUCHWH WM B Cliydae TPOBEIEHUS MaJoro
XUPYPrUYeCcKOoro  BMeEIIATeNbcTBA  BO3MOXKHO  IIPOBEACHHE  MOHOTEpaluu
TpaHeKCaMOBO# KHCI0TOM B 103e 15-20Mr/kr Maccel Teja manuenTta win 1 x 4 pasa
B cyTkH (YpoBeHb nokazatenbHOCTH |l B).

CBG,Z[GHI/Iﬁ 0 BO3MOXKHOM BO3HUKHOBEHHWHU M30aHTUTEN K FX He nmeeTcs.

4.5 Ocobennocmu meuenus 3a00,1€6aHusa y oemeil.

Y HoBopoXIeHHbIX ¢ pAedunuroMm FX MoOryr BO3HHMKAaTh CHOHTaHHbBIC
kpoBomsnusiaus B [[HC wnmm  mynmounele KpoBoTedeHHs. Du3noIorHyecKast
akTuBHOCTb FX mipu poxxaenuu coctaisger 12-68%mwu moBelaeTcs K 6-MecsaHOMY
Bo3pacty. IlosTomy, ycraHoBimeHue auarroza nedummra FX y HOBOpOXKIEHHBIX
TpeOyeT 0053aTeTbHOTO CpaBHEHHsI TONYYEHHBIX PE3YIbTaTOB J1a00pPaTOPHOTO
uccienoBanusi ¢ pedepeHCHBIMU MHTepBallaMU JOMYCTUMBIX B HEOHATaJIbHOM
repuoJie 3Ha4YeHWH Wi OoO0CieloBaHHWe TMallMeHTa IOcie PYTHHHOTO Ha3HAYCHWSI
BuTtamnHa K1. HeoOxonumo nmoBTopHOe oOciieoBaHre MalkeHTa mocie JOCTHKEeHUS

6-MecsTYHOTO BO3pacTa.
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4.6 Beoenue jceHuwuH 60 8pems HepemMeHHOCHU U POO0E.

HecmoTpss Ha ¢usmonornyeckoe TMOBBIIIEHHE akKTHBHOCTH FX B TeueHue
HOPMaJIbHO MPOTEKaoIlIe O0epeMeHHOCTH, Y JKeHIIUH ¢ TsoKenbiM Jeduuutom FX
ypoBHu FX k ponam, 0OBIUHO, OCTArOTCS HEAOCTATOUHBIMU JjIsi oOecredeHus
HOpMasbHOTO TeMocTasza. JKenmuHaMm ¢ aktuBHOCTRIO FX < 30% B Tperbem
TpUMeECTpe OepeMEeHHOCTH C aHaMHE30M HaJIUYHsl KPOBOTEUEHH 10 OepeMeHHOCTH, a
TaKk)Xe Tepe]] MPOBeJICHNEM KecapeBa CEUeHHs] C Ha4dajloM POJOBON ESTEeThHOCTH
HeoOXxoauMo npoBeaeHue 3amectutenbHoi Tepanuu KITK B nosze 20-40 (FIX)ME/kr
Macchl Teja TAalMeHTKH IS JocTikeHus aktuBHoctd FX > 40% Yposenb
nokazarenpHocTH |l B). Jlanpuetimme undysun KIIK npoBoastcs ¢ nHTepBaioMm B
24 4qaca B no3e 10-20 (FIX)ME/xr macchl Tella malieHTKH B T€UEHUE, KAK MUHUMYM,
3-x nmHel ¢ uenpo mojuepxkanus aktuBHocTH FX He menee 30% (YpoBeHb

nokasatenbHocTH 1 B).
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