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L. Onpeoenenue
bonesnn BunneGpanna (bB) - nanGonee PAcTIpocTpanenHas Hac/eICTBEHHAs KOary1omarus

00YCIIOBNCHHAs CHILKEHIEM KOMNYECTBA 11 Hapymietem Gynkumn pakropa Busebpaiia
(VWF).

2. Anudemuonozun
bB serpevactes y 0,5-1

% HaceneHus PACHPOCTPAHCHHOCT KIMHHYECKH 3HAUMMBIX (hopm BB

—1—2wa 10 000 tenosek; BB 3 tuna serpeuaeres ¢ vactoroit 1:500 000 yesionek
TpuGnmsurensno y 7

0% nauwentos ¢ BB 3aGoneanue HMECT JIErKOe KIIMHUYECKOE TEUCHHUE, y

OCTANIbHBIX Hadmonatores CPCIHETSKEIIBIC M TSHKENbIE KITHHUYECKUE MPOSBIICHHUS
TEMOpparnyeckoro CHUHJIpOMa.,

3. dmuonocun unamoeenes

denoTunmuecku TCTCPOrCHHAs KOArYIONATHS ¢ Ay TOCOMHO-PELECCHBHBIM HITH ayTOCOMHO-
AOMUHAHTHBIM THIIOM HacnenoBanms. Bricokas BapHAOENBHOCTL HE TONBKO KIHHHYECKHX
MPOABACHNH CO 3HAUTENLHBIM KONHUSCTBOM JICTKHX 1 MAJIOCUMITOMHBIX (JOPM, HO U
1a00PATOPHBIX NOKA3aTENCH (FVIIL, RIPA, VWF, VWF: Ag, vWF:CB) npu BB o6ycnoeneHa
TCHCTUYCCKMMM My TauusMu B rene VWE. [lockonbky npupona remeriyeckux nedekTos
pasHooOpasna, 3abonesanue XapaKTePU3yeTCs IUPOKMM KIHHHYECKHM nonwomeswom
Cywectsyer psia dakropos, Bausionmx na Teuerue BB, cpenu KoToprIx BeIIesIOT:

BHYTPCHHUC - renernyeckue mytaumnn B rene VWF; BHewmHe - rpynna KpoBH NMauueHTa, CTpece
(usnyeckne varpysku, OepemenHOCTh, BocnaneHue,

4. Knaccugurayus
Komurerom no nayxe crannaprusaman (Scientific and Standardization Committee — SSC) npu

Meskaynapoaonm oiiectse no npoGiemam TpomO03a 1 remocrtasa (International Society on
Thrombosis and Haemostasis

—ISTH) B 2012 rony TICPECMOTPEHA U YTBEpIkaeHA
ME3KYHapoHas kiaccnpukauus BB,

BB 1 1 3 tuna

BB 1 tina Berpeuaeres nanGosee vacto. cocTapsis 0T 55 110 70% Beex auarnocT OBAHHBIX
p

cayyaes. [lpu BB 1 tuna konuuectso vWF B ONpPEACNCHHON CTENEHN CHUKEHO. HO Gynxous
KKIOH MONeKy bl coxpanena. BB 3 Tuna—

HanGonee Tsxenas hopma Gosnesnu, Tak kak VW
TIPAKTUYECKH MOIHOCTBIO OTCYTCTBYET. [TOCKONBKY OHOI 13 (ynkuuit vVWF sisnserc

ceaspiBanue ¢ FVIII u ero 3ammra ot TIPSKACBPEMEHHOTO 11POTEON3A, IS MALHE




THIIA XapaKTEPHO HE TOALKO oTeyTeTBHe VWE, HO 1 ouenb unskast FVIIC. BB tuna 3
BCTPEUaeTes penko - 1-3% ot Beex naunentos ¢ BB

bB 2 tuna

Y naunentor ¢ bB 2 tina nabmonaiores KauecTenHble gedextol VWE, kotopeie y

CONBLUIMHCTBA NAUMEHTOR BHIPAKAIOTCS B HenponopuuonaibHom cHikernn vWE:RCo

(VWF:CB) wnu VWF:FVIII 1o oTHOmeHHIO K konuuectBy VWF, onpeiengemomy 1o ero

antureny (VWF:Ag). Jins amarnoctaku u Kkiaccuuraruu noarunos bB 2 tna nenonb3yior
AHANN3 CTPYKTY

Pel MynbTIMEPOB VWF (¢ noMoLIbio anekTpodyopesa B arapo3HoM resie,
KOTOPOM MOKHO BU3Yann3upoBaTh MyabTHMEpBI) (pHC. 1 ). Knacenpurauns nogruna bB tuma 2

ABJISICTCS HAanGonee ¢noKHoil 3a1aueii, BCJIEJCTBUE FETEPOreHHOCTH ()Y HKUMOHAMBHBIX H
CTPYKTYPHBIX J1e(eKTOB.

24 mun

Y nauventos ¢ BB 2A tuna HaOMOAAIOTCS! 30IMPOBAHHBII ICULIMT BLICOKOMOJIEKYTAPHBIX

MyabTivepos VWE i cninkennast vWE-3aBucHMas are3ust TpoMGOLHTOB. TO CBS3AHO ¢

TOBBILICHHOI 4y BCTBUTENBHOCTBIO K MeTaiuionpotentase ADAMTS-13, KOTOpasi pacuierniser
CBEPXBLICOKOMONEKY IsipHble My IbTHMEPE! VW, a Takke ¢ nedextamu cOOpKH MyJIETHMEPOB
VWF Benencrue napyiuenns Aumepusaunn (2A tun, penorun [1D) uan mynsTuMepu3atn (2A

T, Genotnns 11C, 11C Maiiavu u lIE). Ilpu denorunax IIC u 1IC Maitamu BB 2A tuna
TOBBIIACTCS OTHOCHTENbHAS 1015 POTOMEPOB. Bostee TOro, ymeHbLaeTest 1055 KPYMHBIX
MynbTIMEpoB VWF, noatomy npu anektpodopese OTcyTCTBYIOT Monock! COOTBETCTBYIONIHE
NPOTCOMNTHYECKIM (parmMenTam (Hanpimep, TpUTLIeTaM). [pu genorune I11E BB 2A Tuna
HapyuIicHa TpunaeTHas CTpyKTypa MynbTuMepos VWF, uTo BbipakaeTcst B 0TCYTCTBHH Tpu

AMEKTPO(OPe3e BHELIHMX MOOC H 0GPA3OBAHMH BHIPAKEHHBIX BHYTPEHHUX MOJIOC

2B mun

BB 2B tuna pkmouaeT pasnuunbie BApUAHTH KAYECTBEHHOO nedexra VWF, Beipaskaronmecs
Cro noBbleHHOM cpojicTe k GPIb TpomMGoLmTOB. Beneacrsue nosbimentoro CPOACTBA vWF K
GPIb ceszbiBanue kpynHbIX BBICOKOMOJICKYJIAPHBIX MynbTIMEpOB VWF ¢ TpOMGOuHTaMH

npoucxonut donee s hexTuBHO, M0ITOMY OHU GhicTpee TIOBEPraloTCst pacmenncumo nou

L

AeiicTBeM MeTautonpoterHasst ADAMTS-13. Pesynbratom storo siensercs )’MCHBHICHHC
l' l" n [

KoAnHecTBa Kpynubix myabTumepos VWFE. B peakux cnyuasx nosbliennoe cpozlcmo vW

F K
GPIb He conpoBoikaaeres norepeis BRICOKOMOJIEKY JIAPHBIX MynbTHMEPOB VWF, 1
OOHapy KUBACTCS HOPMANIBHAS TPHILICTHAS CTPYKTYpa MyibTuMepoB VwE. BB Tuna 2B

XAPAKTEPU3YETCS MOBBLIICHHON pﬂCTOLlCTPlH-HHllyl.ll‘lpOBaHHOﬁ arperauueu TpOM60L(HTOB
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(nistocetin-induced platelet aggregation — RIPA) nion sieiictsrem Hiskmx Komlempaunﬁ

pucToueTuna. Y NAlHUCHTOB YacTo OTMEYaCTCs TpOMGOUMTOHeHMﬂ Pa3IMUHOIA CTCHCHH

BIPAUKCHHOCTH, KOTOPasi MOXKET YCHMBATLCS fipu crpecce mn noat aciicauem DDAVP.
2M mun

bB 2M 1una BKJTOUACT pasninunple BAPHANTDLI KauecTBeHHoro aedekra vWF, BbIpaiKarouecs s
CHnkenun VWF-3asneumoii anresmn TPOMOOUHTOB Ge3 H30MpoBaHHOTO e HiHTa
BbICOKOMOJIEKY NSIpHBIX MyJbTivMepos VWE. dynkumnonansubiii aedekt oGycnosien

MYyTauusamu, g pe3ynbrare KOTOPBIX NPOUCXOAUT Hapywenue csspiBanug vWF ¢
TpomOoLHTAMI nim cy

Gonnotenuem. Monmkenoe cas3biBate ¢ TPOMOOLMTAMH CHUIKAET
AOCTYNHOCTL My

AbTamepos VWE anst paciiensnenus METaJIJIONPOTEHHA30IA ADAMTS 13,8
CBAI3H C OTUM pacnpenenenue MyabTivepos VWE no mosneky isproii Macce coxpansiercs Ges

W3MEHCHHI NOCIE UX CCKPENMI M0 TeHATLHEIMMU KIeTKaMu. Y GonbiuMHCTBa 60J'lele BB 2M

TUmna Habmonaeres Henponopunonansho nuskas vVWF:RCo otHocHTebHO vWE: Ag

2N mun

BB 2N tina (Hopmanwist) Gin Briepsrie omican B 1990 1. Y nauuentos ¢ BB tina 2N nmeercs

nedext VWE B Mecte casssisanus ¢ FVIIL B PE3YNIBTATE 3TOTO HE MOYKET 00PA30BATHCS

kommaeke VWF-FVIIIL. Jlaunbit Bapuant BB OMPEACIAIOT C MOMOLLBIO TeCTa CBA3bIBAHUS VWF
ckFVILY

MHOTHX TIALWMEHTOB € 1aHHbIM BapuanTom BB panee AMArHOCTHPOBAIIH reMOpHHIO

A JICTKOH WM YMEPEHHOI CTeNeHy ThkecTH (FVIILC - 5-22%). Korna s nequuﬂ

TeMO(HIMN A CTaNM IPUMEHSTH BHICOKOOUHILIEHHbIE KOHUEHTpaThl FVIII, He conepmaume i
CoAcpikanue o4eHb HeGobLIOE KOMHuecTBO VWF, BOSHHKITA HEOGXOAUMOCTE npoaezlemm

muddeperunansnoit anarnoctuku, V nauuentos ¢ BB tuma 2N nipu BBeieHHH
BICOKOOHHILCHHBIX KOHUeHTpaToB FVIII HaGmionaetcs npakTHueckn HOPMaJbHOE NMOBBILIEHHE
akrusrocth FVIIL oanako spems nomysusuu FVIIL ouens maro. Hns nevenns kpoeoTeyenwii y

nauuenTos ¢ bB tuna Hopmanaus Heo6xoaumbl KOHLEHTpaThl, coaepxaune kak vWE, Tak H
FVIIL.

5. Knunuueckasn kapmuna

OcHoBHoe npossnenue BB — TEMOPPAruyeCcKuit CHHAPOM MUKPOLMPKY IS TOPHOT0/CMEIIAHHOTO
THIOB CIOHTAHHOTO WU MOCTTPABMATHYECKOrO XapaKkTepa.

Ipu BB 1 1 2 Tunos npeoGnanaer MUKPOLMPKYJISITOPHBII THIT Kponorommocm 3KXHMO3I>I
KPOBOTEUYCHMS U3 CAIMBUCTDIX (JIECHEBBIE, HOCOBBIE, JIyHOUKOBBIE), MeHoppamn KPOBOTEYEHH s

NIPU NPOBEACHU U XHPYPruyeCKuX BMELIATENLCTB U MHBA3UBHBIX IMArHOCTHYECKUX npoueayp.
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[Tpn Trnax BB, xapakrepusyiouuixcs BbIDOKEHHBIM cHikerneM yposs FVIII (2A, 2N, 3),
4acTo HAbMONACTCS CMeIaH I (MHKPOUHPKY IS TOPHO-TEMATOMHBII) THIT TEMOPPArHYEcKoro
cuiapoma. bB 3 tuna no cBonm nposinenusv cxoxa ¢ Tsukelnol opmoii remoummn A BBy

nodTH nomHoro oreyresus VWF n, kak cenctsue, FVIIL [pn gannom THne 3a6onc':BaHml‘ B
KIANHHYCCK

oif KapTuHe HpCO()Jl&llﬂIOT HapyLCHUs ONOpHO-ABUTaTENILHOTO annapa)‘a B

PE3YALTATE PEUHANBUPYIOUHX KPOBOW3IMSHMIA B CycTaBbl (reMapTpO30B), FEMATOMBI MATKUX

TKaHEH pasuuHoii nokanmsanmu CIIOHTAHHOTO XapakTepa, 3a0pIoUMHHbBIE reMaToMbl, HecMoTps
HA WACHTUYHOCTD KIIMHUYECKUX NposiBIeHHH, y nanuenToB ¢ BB cumnTomarika MeHee

BLIDBKCHA, YeM y GonbHbIX remoduiieii, u Beerjia coueraetes ¢ KPOBOTCHEHUAMH 110
MUKPOLWMPKY IS TOPHOMY THRY.

Kusneyrpoxkaiomue KposoTeueHns Gonee xapakrephsl juis BB 3 tima.

K HIM OTHOCSITCS:

KPOBOTCUCHNSA/KPOBOUANSHIS B LEHTPAILHYIO Hepauyio cucremy (LHC);
°

KPOBOTCHCHHUS/KPOBOU3NMAHHS B KTy J0UHO-KHILICYH b tpakt (OKKT);
°

KPOBOTEUCHHS/KPOBO3MHUANA B LLICIO/TOPIIO; 3aGPIOIIMHHAS reMaToMa,

6. Muaznocmuxa

Iluamocmka HAYUHACTCA CO c60pa NEPCOHAIILHOIO M CEMEHHOr0 aHaMHe3a 0 HaJIMYU U
FEMOpPpAru4ecKoro CHUHJIpOMA: Kasnod Ha JIerko NOSIBJIAIOLIMECS IKXUMO3bI, HOCOBBIE
KPOBOTCUYCHHUSI, F€MATOMbI B PaHHEM IETCTBE; BOSHUKHOBEHHE CIIOHTAHHBIX KPOBOTCUECHHI,

/UTHTENIBHBIC KPOBOTEUYEHHUS T10CIIE TPaBM UK XUPYPrUyYECKOro BMEIIATENLCTRA.

Temopparuueckue npossaenns npu BB HECNEUHPUYHBI M CXONHBI C NPOSBACHHSIMH TPH APYTHX
HapyIIEHHUAX reMOCTa3a.

3anozlo3p1m> BB BO3MOXKHO NIPY HAJTMYUK CIIEAY IOLIHX KIIMHUYECKUX [IPU3HAKOB:

®  KPOBOTCHCHHS U3 HEIHAUNTENLHBIX TIOPE3OB HIIH pa, KOTOpbIE 1nsTest Gonee 15 mun
W/WII OTCPOYEHHO BO3HUKAIOT B TeueHue 7 Anel nocne TPaBMbl;

SMU30bI JUIMTEJILHOTO MIIU TIOBTOPHOTO KPOBOTEUEHUSI TIOCIIE XHPYPruuecKkoro

BMCLIATE/ILCTBA MIIM IKCTPAKLMK 3y6OB, B TOM YHC/Ie OTCPOUYEHHOr0 XapaKTepa B
TCUCHUE nepBuiX 7—10 nueii;

CTOHTAHHBIC UM NIOCTTPABMATHYECKHE FeMATOMbI MATKHX TKaHE, HexapaKkTepHble s
o0bema TpaBMbl;
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HOCOBbIE KPOBOTEYECHHS, KoTopbie ustes Gonee 10 MiH, HeeMOTpst Ha H3nueckyio
KOMTIpEceno, wm tpeSyiomme Memmickoro BMELLATE/IbCTBA;

HAIMYKME KpoBu B Kane Ge3 BUZWMMOIT nprnumnmI;
®  KCNYIOYHO-KH e ble KPOBOTCUCHHUS, HE OOBACHNMBIE A3BAMHU HITH nopTanbHOM
FHnepTeH3ueii;

MoGbIe 0OGUNbHEBIe MATOUHBIC KPOBOTEUEHHS, KOTOpBIE AnsiTes Gonee 7—10 aHeit:

TIPU3HAKK ME3CHXUMANBHOI AUCIUIA3UH U AHTHOAMCILIA3H U
Halmmyue 336p10UJHHHle FCMaTOM HJIK FEMapTpO30B B aHAMHE3E,

PasBuTHE FEMOpparuyeckoro CUHAPOMA NPH NPHEME TaKKUX [perapaToB, Kak

AUCTUIICANULIUIIOBAS kicnora, HIIBC, knonmaorpes, Bap(apvH UK renapuH;

* BB B cemeiinon aHaMHese,

Tpu nposenenmn Gusnkansioro obeesioBanus pekomenyeTcs o6paliarh BHUMAHHE Ha
HAMUNE KOKHOTO remoppariyeckoro CHH/IPOMA Pa3/IMYHOI BBIPAKEHHOCTH B BHJIE
MHOIKECTBEHHBIX SKXMMO30B H TeMaTOM MATKHX TKaHel. Bo3MoskHO BBIAB/IEHUE TIPH3HAKOB
TIOPAKEHUS CYCTABOB B BHAE Ne)OPMALHH, OTEKA H JIOKATEHOrO TOBBILIEHUA TEMIIEPATY P
KO3KM (OCTPBIii reMapTpo3) u/uni npusnaxos HapYIICHNUS IOBIKHOCTH, 0GbeMa MBIKEHH
CYCTABOB, rHNIOTPOGUI MBI KOHEYHOCTH Ha CTOPOHE MOPaKEHHOTO CYCTaBa, HApyLIeHHE

noxonkn (aehopmupyiouas aptponatys) npu BB 3 Tina. Ipu ocmotpe Takske MOTYT OBITh

06llap)’)K€Hbl KPOBOTEYCHHSI U3 CIM3UCTHIX (HOCOBBIC, JECHEBBIE, JIYHOYKOBBIE,
MEHOpparuu). OCMOTp MO3BOJIIET ONPENCIUTD THKECTh COCTOSIHUS NalMeHTa U

HEoOX0AMMOCTh NpoBeeHHs CTeLMUIECKON 3aMECTHTENBHOM WK TeMOCTATHYECKOI
Tepanuu.

Jlabopamopuas Quaznocmuxa,

M yTounenus auarnosa PCKOMCHyeTCs IPOBEACHUE NOITANHOrO 71abopatopHoro. - -
Koarynonoruyeckoro nccnenosanus. Ionyuenue MakenMatsHoro KOJIHYECTBA NAHHBIX
CnocO0CTBYET BEpUMKALMM MATHO3A M HCKIIOYEHHIO MPHOOPETEHHBIX Koaryronatiii.
MepBbiv sTanom naGopatoproi auarHocTKK PEKOMEH/LyeTCsl poBeaeH e

KOarynoJjoruyeckoro CKPHHUHTA, BKJIIOYAIOLIEro CIICAYIOLINE OKA3aTeH:

¢ o0uwmii ananus kpoem ¢ noacyeTom komriectsa TpomGounToB no Gowuo: -

ncenenoBanue arperaunm TpoMOoOLUTOB ¢ OCHOBHBIMH HHAYKTOpamHu -

PHCTOLCTUHOM, KosareHom, AJID, TPOMGHHOM, apeHaniHOM;
onpeneneune AYTB, IITU, TB u (uGpunorena.
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CKPUHIHT MOYKeT Gty MPOBCACH B TOPOACKHX AnArHOCTHYCCKHX LCHTPaX MaLHeHTaM ¢
FEMOPPArHYecKkiM ciipomo.

s Bepudukarn Auariosa bB pekomentyercs MPOBEJICHHE BTOPOToO JTarna AHATHOCTAKY -
cneunduyeckny Koarynonoruueckux uecneaopamii:

COOTHOIEHIE VWF:RCo/VWF:Ag (oOs3arenbho);
°

FVIILC (o6s3arensio), yposenb RIPA B aByx konuentpanusx pucromuimna (ns
YTOUHCHUs Tnna BB);

*  HAmM3 MynbTHMEpOB VWE (B HEACHBIX CITyyasx).

Crewnduyeckue TECTBI MOTYT OBITh BLINOJIHEHD! B CHCUHATIN3NPOBAHHBIX LEHTPAX M0 JICYEHHIO
Koarynonaruii,

MHCMQE.H@HINQ’HJH(UI Ouaeuocmuxa.

MHC'I'D}‘MCHT&JI[)H&SI AUArHOCTHKA MO3BOJISCTCS BU3YyalIM3upoBaTh

KpOBOTC‘{CHllﬂ/KpOBOH&HHS{HHH Pa3JIMYHBIX JIOKAJIN3aLKi, a TaKKe BLISIBUTE OCJIOJKHEHH A,
PasBuBLLEECS BCICACTBUE FEMOpparuyecKkux MIPOSIBICHUA.

[To nokazanmsm TIPOBOAATCS ClEMyIOMME 06CIe10BARMS:
* 330daroracrpoayoneHockonus,

* YAbTPa3ByKOBOE HCClIEIOBaHKE CycCraBa,

YABTPA3BYKOBOE HCCIIEIOBAHUE OPraHOB OpIowHo# monocTy
YJbTPa3ByKOBOE HCCIEN0BAHKE MOYEBBIBOASIIMX MyTeli
YJbTPa3sByKOBOE UCCIIEAOBAHME 3a0pIOLIMHHOrO NpOCTpaHCTBa
YAILTPa3By KOBOE MCCIIEI0BAHUE MATKH 1 TNPUAATKOB
MArHMTHO-PE30HAHCHAs TOMOrpadus CyCTaBa, MSrKHX TKaHeii
MariuTHO-PE3OHAHCHAs TOMOrpadusi roNOBHOrO Mo3ra
PEHTreHorpadus cycrasa,

KOMIbIOTEpHas ToMorpaus opranos TPYAHOH KJeTKM

KOMIIBIOTEpHAs TOMOrpahuisi rONOBHOrO Mo3ra
PUHOCKOMHUS,

KOJIbIIOCKOTUS,

DQKTODOMaI!OCKOHHﬂ,

KOJIOHOCKOMUY,
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KQIUNC[)UU nocmaHosku duaeuo3a.
—————UORU OUACHO3a.

Kputepusmu yeranosnenus Awmarko3a bB asnsiores cienyiomme nokasaresu:

1. Anamues 3a00/1eBaNNS, KOTOPBII A0IKEH BKIIOYATH reMopparnyecKux Mmn30/1a,

TpeQyIommx Tepanun wm 3 TEMOPPArHyecKuX dM1U30/1a OIHOH H TOI XK€ JOKATH3alHH.

2. Oraromennas HACICACTBEHHOCT - MOBLIICHHAS KPOBOTOUHBOCTH Y POACTBEHHMKOB |
CTCNECHM poacrtaa.

3. JlaGopatopubie nannbie.

JlHaTH03 YCTanasiuBaercs NIPA HAJIMYHK [ABYX U3 TPEX KPUTECPUEB.

7. Augpgpepenyuanvhan ouaznocmuxa.

CnoxHoCTh marnocTHkn Oonesnn BusiieGpania 3akiiouaeres Takke B TOM, 4TO ypoBeHb VWF
MOKET BapbUPOBATH B 3aBUCHMOCTH OT PA3/IHYHBIX BHELIHHX (axTopoB: TpaBma, BOCMAJICHHE,
OepeMeHHOCTD, 3aMecTHTEIbHAS ropMOHaJIbHas Tepanus, crpece. [oaromy npu nozlozpemm Ha

bB HEOOXOIMMBbI NOBTOPHbIE na60paT0prle UCCJIC/I0BAHMS, AAXKE €CIIH T1PH NEPBOM
HCCIICN0OBAHNN PE3YIbTATHl HOPMAJILHBIE.

Mo inddepentmanbroil tuarHocTHKY B HEKOTOPBIX Cllyyasx TpeOyeTcs HCCie0BaHuE
dysxuonanbHolt akTHBHOCTH TpomOouuToB (PAT) METOOM MPOTOUHOI UTO(hIyOMETpHH

Jnst nekmouennst npuodperennoro aeduumnta VWE 1 ¢ Lesbio npeHaTaibHOM AHArHOCTHKH
PCKOMEHyeTCS McCeleioBaHue MyTanuii vVWE,

Juddeperunansublit tnarnos BB ¥ B3POCIIBIX IPOBOAT CO CEYIOIMMH 3a001eBAHUSIMH

®  HaCJIC/ICTBCHHbIE Tp0M60LlMTO|'IaTHM;

* remodunug;
* Gonesnp Panaro-Ocnepa;
FEMOPPArHYECKUE ME3CHXMMAIBHbIE AUCTLIA3MH;

®  TPOMOOLMTONEHNH;

aeQuunT Apyrix Ghakropos ceepThiBatus kposu (VII, X, XI, XII, XIII).
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8. Jleuenue

lenb nevenns BB - noswimenue KOHUEHTPALUH 1IN 3aMelieHne (pyHKUHOHATLHO
HCMONHOUCHHBIX (JaKTOPOB CBEPTLIBANHS KpoBu. Jleuenne Mosxer ObITh PO HIAKTHIECKHM

1AM 1O TPEGOBAMIO - pn KporoTeen. Tawwentam ¢ BB peryspHoe npoduiakTiyeckoe
AICICHIC HABHAYAIOT peike, uem naumentam ¢ remodueii. OAHAKO PH PELHAHBHPYIOLLIX

KPOBOWSNMAHMSX B CYCTABBI, JKeITy A0UHO-KHIICUHBIX 1t MATOYHBIX KPOBOTEUEHHUSIX

npO(])Hﬂal\TlHeCKHH PCIKNUM MOXKET CTATh ONTUMAILHBIM METOJIOM JICYEHHUS MALMEHTOB C BB | I8

He Bee naumentsi ¢ BB HYXIQIOTCSA B HA3HAYCHUH TEPATHH

Kpnrepuem nauana newenms npn nammaun sepuduimpopantoro mariosa BB seasiores
CIeNTYIONIME TIOKA3aTe

®  BO3HMKHOBEHME YMEPCHHBIX/TSIKENBIX, CMOHTAHHBIX/MOCTTPABMATHYECKMX
KPOBOTEYCHHIT;

¢ XHpypruueckoe BMCLIATE/ILCTBO,

PCUHANBHPYIOLINE KPOBOTEUEHNUS JTIOOOM CTENneHn TSKECTH, CHUIKAIOLIHUE KAYECTBO
JKU3HH.

Tlockonbky BB siBnsierest KOMIiekcHbIM 3a00JIeBaHNEM, BO3HUKAIOLIUM B PE3yIbTaTe
PASAMIHBIX FCHETHYCCKHX IEEKTOB M Pa3/MUAIOIINMCS 110 CTENIEHH TSIKECTH, B TEPATTHU MOSKET
HCTIONB30BATLCS MPOKHIA CTIEKTP JIEKAPCTBEHHBIX IPENAPATOB, [IOMHMO 3aMECTHTEIBHOI
Tepamin niasmarnieckumu konuertparamu FVIIL, conepikatmamu vWE. Takue MeToss!

BKIIOHAIOT HCIONIL30BAHNE FOPMOHOB, aHTH(QUOPHHOIUTHYECKHX CPEACTB H JIECMOIPECCHHA
(DDAVP).

Mt neyenms u npodunaktuku BB pekoMennosano TIPUMCHCHIE BUPYCHHAKTHBHPOBAHHBIX

xonuentparos FVIIL, conepikawux vWF n/umu FVIII+vWF ¢ > Pacrpesie/ieHmem ! MyJIBTHMEPOB,

e
MAKCUMANLHO NPUOIMKCHHDBIM K TAKOBOMY B HOPMAJILHOM M1A3Me YeoBeKa.

Cospemennas Tepanus BB 6asupyercs na TIPUHLUIIE «IOMALIHETO JICYSHHS) :

CaMOCTOATEITLHOTO BBEACHUS NpernapaToB MaLUEHTOM HA ZIOMY TIpH YCIIOBHH 06;13a'renr>uoro

00yyeHUs U HaBMONCHNS B CIEHUATM3HPOBAHHOM MEAUIIMHCKOM ueHrpe. Pemenne 0

NIPUMEHCHUN FEMOCTATHYECKOTrO npenapara npuHUMAET NaueHT WA €ro pOﬂCTBCHHHKH B
COOTBETCTBUM C PEKOMEH JALIUSIMU rémarojora.

Yacras cmena MHH mosxer TIPUBCCTH K MOBBILICHUIO PHCKA PA3BHTHS HHruGuTOpa K haktopam,
TIOSTOMY KeNaTebHO CO3AATH YCIOBUSI JUTsl IPHMEHEHHS! NAUACHTOM O/IHOTO HAHMEH lianm B
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TCUCHHUE JUIMTEIBHOTO BPEMEHH (Ha IPOTSKEH NI MHOTHX JICT) ITpu aTOM npenno'rre
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OTIACTCA TOMY mpenapary, KOTOpBIii nywwme Beero neperocntes MALHEHTOM, HMEET J1yiiHe
hapvakokuneTHyeckne HHAMBHAYANbHbIC OKa3aTen 1 HanGosee y100€H B HCTOMB30BaHMH,

HEXO M3 KOHKPETHBIX yenosmit, Cyena MHH y konkpertoro naunenra npu OTCYTCTBHH
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SAPCTHCTPHPOBAHHBIX HeKeNnaTe X ABICHHIT Ha BBE/ICHHE HCTIOJIB3YEMOrO Mpenapara i
YAOBICTBOPUTENBHOM KIMHIYECKoM OTpere Ha TEpanmIo Hekenaresbha n Bo3Moxua noce 100

IKCNOSMIWMORHBIX JHelt BBECH S KOHLEHTPATOB (hakTOPOB CBEPTHIBAHMS KPOBH.

9. Peabunumanusn

Tlpu BB 3 tina sosmosno TIOPAKCHUE ONOPHO-/BUTATE/ILHOTO arMapara, CyecTBEHHO

THMATHPYIOWIETo connanbhyio AAANTHPOBANHOCT MALHEHTOB. [TawienTam ¢ MOpaKeHneM
OTIOPHO-ABHTaTENbHOIO annapara PEKOMEH/10BAHO NPOBE/ICHHE (yHKLHOHATLHOM

peabunnrann, CAHATOPHO-KYPOPTHOTO JIEUEHHS B CAHATOPUAX OPTONEAUYECKOTO MPOPHUIIS.

Tlnan peabunuraunonnmix MEPONPUSTHIA I0JKEH pa3pabaThIBaTHCA COBMECTHO CrIELHATHCTaMH

110 BOCCTAHOBUTE/ILHON MEANIIMHE, KYPOPTOJOTHH H FeMATONOraMH, HMEIOLLIMHU OTIBIT JICHeHHS

NAUHCHTORB ¢ HApyIeHUuAMH CBCPTBLIBAHHS KPOBH. Jleyenue MOKHO [TPOBOAMUTH B CAHATOPHO-

KYPOPTHBIX Oprann3anusx B KIIMMaTHYECKOM 30HE NPOXXMBAHUA NMALMEHTA, a TAKKE HA

OanbHEeONOrYeCKNX KypopTax.

V naumentos ¢ bB LE1€CO00PA3HO MPOBEICHHE LIKOJI ICHXOIOTHYECKOH a/anTaluH Uil
NALUNCHTOB ¢ reMounueii.

10. Ocodennocmu gedenusn nayuenmos ¢ BB i

lapanTuposantoe GecriepeGoiioe oGecneyeue konuentparamu FVIII+vWF/FVIIly

naunenTos ¢ bB. obyuenue npumenennio atux TpenapaToB YJIEHOB ceMbH 0ONBHBIX BB

ABJACTCSA NPHOPUTETOM B OPraHU3alMHi NIOMOILH NaLenTam ¢ BB, eTore o
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le‘l JICYUCHHUH KPOBOTEUEHUI HEOOXOMMO NPUACPKUBATLCS CIICAYIOLUX TIPHHLTHITOB:

1. Jlns ocTaHOBKH KPOBOTEYEHHH HEOGXOAMMO Cpasy MpUMEHATb ) (eKTHBHBIE 1035
npenapatos. Tepanis HEAOCTATOUHBIMU 03aMHU He MO3BOINT OCTaHOBUTh

KPOBOTCUCHHE, MPUBE/IET K MOTEPE BPEMEHH, HAPACTAHMIO TEMOPParuyeckoro CHHAPOMa
1 HEOOOCHOBAHHOMY PACXOJly IOPOrOCTOSIIX Tpenaparos.
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OCHOBBI
BATLCA Ha PEKOMEH 1aumsx Jicuainero Bpaya u ObITb 060CHOBAHHBIM B

COOTBETCTBUM € KIMHUYECKO] CUTYyarueii.

COCPTLIBANIS KPOBH) HEOGXOAUMO HAuHHATS KaK MOHO pasbLe (B MaKCHMATBHO
CHKATBIC CPOKH HACTONLKO HACKONLKO 5TO BO3MOIKHO, JKENATEILHO B TCUCHHE nepablx 2 -X
HacoB NOCAE NONYUCHUS TPABMBI I NOSIBIICHHS NepBbIX CYOBLEKTHBHBIX WK ]
O0BEKTHBHBIX TIPU3HAKOB KPOBOM3/MAHMS/KPOBOTCUEHHS ), OITOMY OCHOBAHHEM /UTA
Hadana Tepanun MoryT ObITh CyOLEKTHBHBIE OLILYLICHUS MALMEHTa WK (PaKT TPaBMbI.
Heobxoammo CTPEMUTBCS OCTAHOBUTH KPOBOTEUECHNE MITH KPOBOM3IHAHKE [0 PA3BUTHA

SHAYUMBIX KIWMHUYCCKUX niposiBieHuit, [Tpu Hajanuun TpaBMbl NaLHeHT J0JKEH ObITh
OCMOTPEH remMaTonorom B 00s3aTeIbHOM NOpPS/IKE.

WJIH €ro POACTBEHHHKAMU B COOTBETCTBUHU € PEKOMEHIALMAMH réMartosiora. Hpu ’
PA3BUTHH TSHKEIOTO KPOBOTEUEHMS Tepanus A0/DKHA OBIThH HAYaTa Kak MOKHO paHbLIE

(na I.IOM)') H TIPO0IDKEHA MO HaOMOACHHEM reMaToJIora CTallMOHApHO MIIH

amOynaropHo.

TpOMGOLlPlTOB H YTHETAIOME CBEPTHIBAHUE KPOBH, 0c00EHHO AUETUICATHLIMIIOBYIO

)
kucnoty u ap. HIIBII (32 nckmouennem nekoropbix LOI'-2: keToponaka, HUMECY 12, 5

udynpodena, uenexokcud, napekokcud u ap.).

CMOCOGCTBYIOUHMH PA3BUTHIO MYCKYJIaTyPbl, 3aLIMTE CYCTABOB H YIYULICHHIO

(u3uyeckoro cocTosus (Hanpumep, eveGHas THMHACTHKA, MIABAHIE, TEPPEHKYD).
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[Tpu npose
P TIPOBECHUM OMawmHero JIeyenus BrIdop Npenapara nauneHToM J0JKeH

Femocr:
ATHHECKYI0 Tepanuio cnenm(iueckum npenaparamu (KOHueHTpatamu (hakTopos

Jlevenue nerkux u cpejuinx KPOBOTEUEHHMIH IOJIKHO TPOBOJIMTHCA Ha JIOMY MALHEHTOM

TlauneHTbl He 0JKHBI HCMOJB30BaTh rpenaparsl, Hapy LAOLINE (b}'HKllmo :

Crnenyer n3derath BHY TPHUMBILICUHBIX HHBEKLNH 1 My HKIHH apTePHil.

Crnenyer noowpsTh PEryspHbIe 3aHATHs YU3UYECKUMHA Y IPAKHEHHAMH,
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11. Cnucox ucnonvsyemoit numepamyput

na. |
Konnexrup ABTOPOB Mot pykoBoAcTBOM akazemika B.I', Capuenko. 303yns HA.,
Kymekosa M.A., Jluxauesa E.A., Caupun I1.B., 2018r.

15 Knunnnyeckne PEKOMEHNaLmU 110 marnocTuke 1 nestiiino Goneasn BMHRGmL

nkn. — CI16:
2. Momor A, I1. Mpunuwme) i ITOPUTMbI KITMHHKO-1a00paTOPHOi IMarHOCTUKH
DopmaT, 2006,

' 2. - 264 c.: u,
3. Mawmaes A H. Koarynonarun: pykosozerso. - M.: TIOTAP - Meua, 201
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