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Cnuncok cokpalleHum

AYTB — aKTMBMPOBaHHOE YaCcTM4YHOe TPOMBOMNIacTUHOBOE BpeEMS
AL® — apeHo3nHbochaT

BB — 6onesHb BunnebpaHga

ME — MexxpayHapopHasa EquHuLa, COOTBETCTBYIOLLLAS COBPEMEHHbIM cTaHAapTaM BO3 onsa
npenapaTos ¢akTopa VI

C3I1 — cBe)xe3aMopoXKeHHas nnasmMa

CPB — C-peakTuBHbIN 6enoK

OAT — PpyHKUMOHaNbHas akTUBHOCTb TPOMBOLMTOB

FVIII — dakTop cBepTbiBaHUA Kposwu VIII

FVIII:C — npokoarynsaHTHaa akTuBHoCcTb pakTopa VIII

VWF — ¢akTop BunnebpaHga

VWF:RCo — puctoueTnH-kodakTopHasd akTMBHOCTb

VWF:Ag — aHTuUreH daktopa BunnebpaHpa

VWF:Agll — aHTureH Il dpaktopa BunnebpaHpa

VWF:CB — konnareHcBa3blBaloLWwas akTUBHOCTb

VWF:FVIIIB — ¢pakTop BunnebpaHpa daktop VIl cBa3biBalOWwmn TecT
RIPA — arperauuvs TpoM60oUMNTOB, MHAYLMPOBAHHAA PUCTOLLETUHOM
GPIba — peuenTtop Ha MeMbpaHe TPOMBOLUTOB

ADAMTS-13 — e— MeTannonpoTemHasa

AKK — - aMnHoOKanpoHoBas KucnoTta

OCKVII+VWF** — dakTop cBepTbiBaHUS kKpoBu VI + dakTop Bunnebpanpa**
OCKVIII** — dakTop cBEpPTbIBaHUS KpoBU VIII**

YO — ypoBeHb LOCTOBEPHOCTU AOKa3aTeNbCTB

YVYP — ypoBeHb y6eauTensHOCTU peKoMeHaaLmm

TepMUHbI M onpeaeneHns

AHTUreH dakTopa BunnebpaHpa — nabopaTopHbI NokasaTeNb KonnyecTtsa 6enka pakTopa
BunnebpaHpa.



AKTMBHOCTb dakTopa BunnebpaHpa — nabopaTopHbI NokasaTeb KOPaKTOPHON aKTUBHOCTU
dakTopa BunnebpaHga.

AHanus MynsTuMepoB dakTopa BunnebpaHga — aHanua cTpykTypbl dakTopa BunnebpaHpa MeToaom
anekTpodopesa.

BonesHb BunnebpaHpa — HacneAcTBEHHbIN AedUUnT nnu GyHKLMOHaNbHaa HegOCTaTOYHOCTb
dakTopa BunnebpaHga.

FeMapTpo3 — KPOBOW3MMNAHME B NONOCTb CyCTaga.

FeMaToMa — 3TO OrpaHNYEeHHOE CKOMEHMEe KPOBU MPU 3aKPbITbIX U OTKPbITbIX MOBPEXAEHNAX
OopraHoB ¥ TKaHew C pa3pbiBOM COCYLOB, B pe3yrbraTte yero o6pasyeTcs NofocTb, CoaepXKallas

YXUAKYIO UM CBEPHYBLLYIOCH KPOBb.
leMaTypus — Hannumne KPoBM B MoYe CBEPX GUINONOrNYECKNX HOPM.

Femodunmna A — HacneacTBeHHbIN gednumT pakTopa cBepTbiBaHUSA Kposu VIII
[eMocTaTuyeckas Tepanusa — Tepanugd, HanpasfieHHad Ha OCTaHOBKY KPOBOTEYEHUS.
Koarynorpamma — nccnegoBaHne CBEpPTbIBAIOLLEN CUCTEMbI KPOBW.

G)aKTOp CBepTbiIBaHNA KPOBU — 6enok, CO,D,ep)KaLLI,I/IVICFl B Na3Me KpoBu n TpOM60LI,I/ITaX
n obecneymBaloLmnm CBepTbiBaHME KPOBW.

1. Kpatkasa nHpopmauumsa

1.1 OnpepeneHve

BonesHb BunnebpaHga (bB) — Hanbonee pacnpocTpaHeHHasa HacNneacTBEHHAdA KoarynonaTtums,
0o6yCcnoBfieHHasa CHUXEHMEM KonnyecTBa Un HapyleHneM pyHKumn daktopa BunnebpaHga (VWF).
1.2 3Tnonorusa n natoreHes

BB — ¢peHoTUNNYeckn reTeporeHHasn KoarynonaTtnsa ¢ ayTOCOMHO-PeLLEeCCUBHbBIM UM @y TOCOMHO-
OOMWHaHTHbIM TUMOM HacnepoBaHUA. Beicokasd BapnabenbHOCTb HE TONbKO KITMHUYECKUX
NPOABAEHUIN CO 3HAYUTENIbHLIM KOJIMYECTBOM NEFKUX U ManoCUMMATOMHbIX GOPM, HO 1 TabopaTopPHbIX
nokasatenen (FVIII, RIPA, vVWF, vVWF:CB, VWF:Ag) npv BB o6ycnoBneHa reHeTU4ecCKuMmn MyTaumsamm
B reHe VWF. MNMockonbKy npupopa reHeTnyecknx gedektoB pa3zHoobpasHa, 3abonesaHne
XapaKTepunsyeTcs WNMPOKUM KITMHUYECKUM MNONUMOPPU3IMOM.

CyuwiecTByeT psia GaKTopoB, BAMAIOLWMX Ha TeyeHne BB, cpey KoTopbIX BbIAENAIoT:

e BHYTPEHHWE — reHeTn4yeckme Mytauum B reHe VWF;

e BHELIHWE — rpynmna KpoBu NauneHTa, cTtpecc, dusnyeckmne Harpyskum, 6epeMeHHOCTb, BocrnasneHume.

1.3 3nungemmnonorusa

BB BcTpevaeTca y 0,5 — 1% HaceneHus, pacnpocTpaHEHHOCTb KITIMHUYECKU 3Ha4YnMbIX dopm BB — 1 -
2 Ha 10 000 yenosek; BB Tnna 3 BcTpeyaeTcsa ¢ yacTtoTomn 1:500 000 yenosek. MpubnuamntensHo y 70%
nauneHToB ¢ BB 3abonesaHue npoTekaeT B ierkon popme, y ocTasnbHbIX HabnogaeTcs
cpepnHeTskenasa unm tTaxenasa gopma 6onesHu [4, 7, 29].

1.4 KopumposaHue no MKB 10

D68.0 — bone3Hb BunnebpaHpa

1.5 Knaccudukauus

KoMunTteToM no Hayke n ctaHgapTtusaumm (Scientific and Standardization Committee — SSC) npwu
MexayHapogHoM obecTse no npobnemam TpoMbo3a 1 remocTasa (International Society on



Thrombosis and Haemostasis — ISTH) B 2012 rogy nepecMoTpeHa 1 yTBEPXAEHA MexayHapoaHas
knaccuoukauuns bB (Tabn. 1) [14, 17].

Tabnuua 1. Knaccudpukaumna 6onesHn Bunnebparnpa

Tvn YacTorTa, XapakTepuctuka
3aboneBaHus %
Tun 1 70 YacTunyHbii pedmunt VWF; ypoBeHb FVIII HOpManbHbIA MK CHUKEHHBIN

NponopuUMoHanbHO cTeneHu cHmxeHns VWF
Twun 2 25 KayecTtBeHHble fedekTbl VWF

2A CHMXeHne KonmyecTBa BbICOKOMONEKYNSAPHbIX MynbTuMepoB VWF Bcnenctemne
MNOBbIWEHHON YYBCTBUTENBHOCTU K MpoTease ADAMTS13

2B MoBbiweHne adPrHHOCTN VWF K peuenTtopaM GPIb TpoM6oLMTOB, N36bITOYHOE
cBasbiBaHMe VWF ¢ TpoMbouuTaMum

2M CHWXKEHME PUCTOLLETUH-KODAKTOPHOM akTMBHOCTU VWF npu HOpManbHOM
cofepyaHum aHtureHa VWF; HopMarnbHas MynbTUMepHas cTpykTypa VWF

2N CHuxeHne appuHHOCTU K FVIII
Tvn 3 5 MpakTnyeckn nonHoe otcytcTBue VWF ¢ HU3kom aktuBHocTbio FVIII
BBTunalun 3

BB Tuna 1 BcTpevaeTca Hanbonee 4acTto, cocTaBnss oT 55 0o 70% Bcex AMarHoCTUPOBaHHbIX
cny4aes. Mpu BB TMna 1 konnyectso VWF B onpegeneHHon cTeNeHn CHMXEHO, HO QYHKLUMS KaXKaon
MoneKyrbl coxpaHeHa. BB Tnna 3 — Hanbonee TaXxenaa ¢opMa 6onesHun, Tak Kak VWF npakTniecku
MONIHOCTbIO OTCYTCTBYET. NOCKONbKY ogHOM 13 PyHKUMN VWF aBnaeTca ceasbiBaHue ¢ FVIII v ero
3almMTa OT NPeXAeBPEMEHHOro NPOTeonn3a, ANng nauneHToB ¢ BB 3 Tuna xapakTepHO He TONbKO
oTtcytcTBue VWF, Ho 1 oueHb HM3Kasa FVIII:C. BB Tuna 3 BcTpeyaeTtcs peako — 1 - 3% naumeHTos ¢ BB
[4, 7, 10].

BB Tuna 2

Y naumeHToB ¢ BB 2 Tnna HabnopgaoTca KavyecTBeHHble aedekTbl VWF, KoTopble y 60/blLMHCTBA
nauneHTOB BbIPaXaloTCHa B HEMPONOPLMOHaNbHOM cHkeHnn VWF:RCo (VWF:CB) unu vWF:FVIII no
OTHOLWeHMIo K KonuyecTBy VWF, onpegenseMoMy no ero anturery (VWF:Ag). 0na ouarHoCTUKuU

n Knaccnounkaumm nogtunos BB 2 Tnuna ncnonb3yioT aHanns CTPYKTypbl MynbTuMepoB VWF (¢
NOMOLLbIO 3N1eKTPodopesa B arapo3HOM refie, B KOTOPOM MOXHO BU3Yyann3npoBaTh MYJbTUMEpSI).
Knaccunodukauma nogtuna BB 2 Tvna asnseTca Hanbonee CnoXHown 3agavyen, BCNeacTame
reTeporeHHoOCTN GYHKLUMOHAaNbHBIX U CTPYKTYPHbIX AedekTos [12, 19, 23].

BB T1n 2A

Y naumeHToB ¢ BB 2A Tuna HabniofalTCA U30NMPOBaHHbIA AePULMT BbICOKOMONEKYNSIPHBIX
MynbTUMepoB VWF u cHmxeHHasi VWF-3aBucuMas aaresusi TpooM6oLUToB. 3TO CBA3aHO

C MOBbILEHHOM YyBCTBUTENIbHOCTbIO K MeTannonpotenHase ADAMTS-13, koTopas pacuiennser
CBepXBbICOKOMONEKYnsipHble MynbTuMepbl VWF, a Takoke ¢ gedpektammu c60pku Mynbstumepos VWF
BCNieICTBME HapyLleHUs auMepusauum (2A tun, peHotun 11D) unu mynstuMepusaumm (2A tvn,
¢eHoTunsl lIC, 1IC Mainamu u IIE). Mpu peHoTunax IIC u 1IC MaitamMm BB 2A Tuna noBbllaeTca
OTHOCUTENbHAas Aonsa NpoToMepoB. bonee Toro, yMeHbLaeTcs AoNs KpynHbiX MynstuMepoB VWF,
NnoaToMy Npu aneKTpodopese OTCYTCTBYIOT NOJIOChl, COOTBETCTBYIOLLME NPOTEOSIUTUHECKUM
¢parmMeHTaM (HanpuMep, Tpunnetam). NMpu peHoTune IIE BB 2A Tuna HapylueHa TpunneTHas
cTpykTypa MynstuMepoB VWF, UTo Bbipa)kaeTcsi B OTCYTCTBUM MpU aneKTpopopese BHELUHUX NONoC
1 o6pa3oBaHUM BblpaXK€HHbIX BHYTPEHHUX nosoc [19].

BB Tnn 2B



BB 2A Tuna BKJIlOYAET pasfinyHble BapuaHTbl KadecTBeHHOro gedekta VWF, Boipa)kalowmecs B ero
NoBbILLEHHOM cpoAcTBe K peuenTtopy GPlb TpoMb6ounToB. Beneacteme nosbiweHHoOro cpoactesa VWF
K GPlb cBa3blBaHWE KPYMHbIX BbICOKOMONEKYNAPHbIX MynbTUMepoB VWF ¢ Tpombountamm
npouncxoant 6onee adpPeKTUBHO, MOITOMY OHM BbICTPEE NOABEPraloTCS pacLllenieHunto nog,
nencTemem MetannonportemHasbl ADAMTS-13. Pe3ynbsTaTtoM 3TOro ABMASETCA YMEHbLUEHNE
KonuyecTBa KpyrnHbIX MynsTUMepoB VWF. B pegkunx cnyyaax nosbiweHHoe cpopactso VWF Kk GPIb He
ConpoBOXJaeTcsd NoTepen BbICOKOMoNeKynapHbiX MynstuMepos VWF, n obHapyXunBaeTtcs
HOpMarbHas TpunneTHasa cCTpykTypa MynsTuMepoB VWF [22]. BB TMna 2B xapakTepusyeTcs
NOBbILEHHOM PUCTOLETUH-MHOYLMPOBAHHOM arperaumnen TpomMboumnToB (ristocetin-induced platelet
aggregation — RIPA) nog 0encTBMeEM HU3KUX KOHLLEHTPaLUUI PUCTOLETMHA. Y NaLMEeHTOB 4acTo
oTMeyvyaeTcs TPOMBOoUMTONEHNS Pa3fIMYHON CTEMEHU BbIPaXXEHHOCTKN, KOTOopast MOXET yCUnmBaTbCcs

npw cTpecce Unu nog oencTBnMemM gecMorpeccurHa.

BB T1n 2M

BB 2M Tuna BKJIlOYAET pasfiMyHble BapuaHTbl KadecTBeHHOro gedekta VWF, Boipa)kalowmecs

B CHWXeHnn VWF-3aBnucumom agresanm TpomoéountoB 6€3 n3onnpoBaHHOro gedpuumta
BbICOKOMONEKYNAPHbIX MynbTuMepoB VWF. OyHKLUWOHanbHbIM gedeKT o6ycroBneH MyTaunaMu,

B pe3ynbraTe KOTOPbIX MPOUCXOAUT HapyLlleHue cBadbiBaHUsa VWF ¢ TpoMbouuTaMu unu
cyb6aHpoTenmeM. MoHMKeHHOe CBA3blBaHWE C TPOMBOLIMTaMN CHUXKaeT AOCTYMNHOCTb MYSIbTUMEPOB
VWF ona pacuwennenmsa metannonpotenHason ADAMTS-13, B CBA3KU C 3TUM pacnpeneneHme
MynbTMMepoB VWF No MONeKynspHOM Macce coxpaHsaeTcs 6e3 U3MeHeHMn nocne nx cekpeuum
3HAOTEeNManbHbIMK KneTkamu. Y 60MblINMHCTBa NaumeHToB BB 2M Tuna HabnopaeTcsa
HenponopunoHanbHo HM3kasds VWF:RCo oTHocuTenbHo VWF:AgQ.

BB T1n 2N

BB 2N tuna (HopmaHpaus) 6611 Brnepeble onucaH B 1990 r. Y nauueHToB ¢ BB Tuna 2N nuMeetcsa
aedekT VWF B MecTe cBsisbiBaHuUs ¢ FVIII. B peaynstaTe aTOro He MoXKeT o6pa3oBaTbCsi KOMIEeKC
VWF-FVIII. OaHHbI BapuaHT BB onpepensioT ¢ noMouibio Tecta cesasbiBaHusa VWF ¢ FVIII [11].

Y MHOMMX NnawuuyeHToB ¢ faHHbIM BapuaHToM BB paHee guarHocTupoBanu reMopunuio A nerkom unm
yMepeHHou ctenenu TsxkecTu (FVIIL:C — 5 - 22%) [4]. Korpa ansa neyeHus reMopunum A ctanu
NPUMEHSTb BbICOKOOUULLLEHHbIE KOHLeHTpaThl FVIII, He coaepixaluue unu cogepixaliye oyeHb
He6onbloe konuyectso VWF, BO3HUKIa HEO6XOAMMOCTb NpoBefeHUs audpdepeHumnanbHon
AnarHocTuku. Y nauueHToB ¢ BB Tuna 2N npu BBeAeHUMN BbICOKOOUULLEHHbIX KOHLeHTpaToB FVIII
HabniopaeTcs NpakTUYecku HopMasbHoe NnoBbileHUe akTMBHocTU FVIII, ogHako BpeMsi MonyXU3HU
FVIII oueHb Mano. [ns nevyeHust KpoBoTeYeHUn y nauueHToB ¢ BB Tuna HopMaHaus Heo6xoauMbl
KOHLIeHTpaThl, coaepxaiume kak VWF, Tak u FVIII [19, 27, 31].

1.6 KnuHnuyeckune npusHakm

OcHoBHoe nposBneHne BB — reMopparnyeckunin CUHAPOM MUKPOLMPKYNSTOPHOro/CMeLLaHHOro
TWMOB CMOHTAHHOMO M MNOCTTPaBMaTUYECKOrO XapaKTepa.

Mpu BB 1 1 2 TMnoB npeobnagaetT MUKPOLMPKYNATOPHbIA TUM KPOBOTOYMBOCTU: 3KXMMO3bI,
KPOBOTEYEHWNS N3 CNIM3UCTLIX (OEeCHEeBble, HOCOBbIE, TYHOUYKOBbLIE), MEHOPPArnu, KPOBOTEYEHUS NPKU
npoBefeHUn XMPYpruyecknx BMellaTenbCTB U MHBA3UBHbIX AMarHOCTUYECKUX NpoLenyp.

Mpu TMnax BB, xapakTepusyioWmxcs BbipaXxeHHbIM cHYXeHueM ypoBHsi FVIII (2A, 2N, 3), yacto
HabniopaeTcs cMellaHHbI (MUKPOLIMPKYNATOPHO-FeMaTOMHbIN) TUM reMopparn4yeckoro cuHapoma.
BB 3 TMna no cBoOMM NPOSIBNIEHUSAIM CXOXKa C TshXenoi popMoi reMopunum A BBUAY NMOYTU MOJTHOIO
orcytcTBuss VWF un, kak cneacreue, FVIIL. Mpu paHHOM Tune 3a6oneBaHus B KIIMHUYECKOWN KapTUHe
npeo6napaloT HapyLUEeHUs1 ONOPHO-ABUraTeNIbHOrO annaparta B pesynsTaTe peLuauBUpPYIOLLNX
KPOBOU3JIUSIHUIA B CyCTaBbl (reMapTPO30B), FeMaToOMbl MAMKUX TKaHei pasnuyHoi nokanusauum
CMOHTaHHOIrO XapaKTepa, 3a6pIoWNHHbIE reMaToMbl. HeCMOTps Ha UAEHTUYHOCTb KITMHUYECKUX



NpOSiB/IEHMIA, Y NauMeHTOB ¢ BB cuMnToMaTUKa MeHee BbipaXeHa, YeM Y NaLlUeHTOB C reMopunueit,
1 BCerpa COYETaeTCs C KPOBOTEUEHMSIMU MO MUKPOLIMPKYNSITOPHOMY TUNy [16].

YXusHeyrpoxaiowme KposoTeueHusi 6onee xapakrepHbl ans 6B 3 Tuna. K HUM oTHOCATCA:
- KpOBOTEYEHUS /KPOBOU3NUSAHUSA B LIEHTParbHYI0 HepBHYIo cucteMy (LIHC);

e KPOBOTEYEHMUS/KPOBOUINUAHUS B XXENYLOYHO-KULWEYHbIN TpaKT (OKKT);
* KPOBOTEYEHMUA/KPOBOUIINAHUS B LI /roprio;

. 386pIOI.IJI/IHHaF| reMmatoma.

2. OnarHocTuka

MHorve pekoMeHgoBaHHbIE METOAbI AMarHOCTUKKM 3a60neBaHNA U CBA3aHHbIX C HUM COCTOSHUN
MMeIoT OrpaHMYeHHYI0 JoKasaTenbHYyo 6a3y (B COOTBETCTBMU C WKanamu oueHkn YOO 1 YYP) no
NPUYMHE OTCYTCTBUS NOCBSALLEHHbIX UM KITMHUYECKUX UCCNefoBaHnin. HeB3aunpas Ha 3T0, OHU
ABMAIOTCA HEOOX0AMMbIMU 3/1EMeHTaMKn o6cnefoBaHNA NauMeHTa ANng ycTaHOBNEHUA AnarHosa

1 BblBOpa TaKTUKW NleYeHus, Tak Kak 6ornee adPeKTUBHbIE U [OKa3aHHble MeTOAbl B HacTosLee
BpeMs He pa3paboTaHsbl.

OuddepeHumnanbHbln gnarHo3 6B npoBogaT co cnenyowmmmn 3aboneBaHnUaMm:

e HacneacTBEHHble TpoMboLumuTonaTmu;

e remMopunus;

o H6onesHb Panplo-Ocnepa;

° reMopparmyeckme MeseHxmMarnbHble gucnnasuu;
¢ TPOMOOLMTOMEHUN;

o pedbunumnt gpyrux paktopos ceepTbiBaHUA Kposu (VII, X, XI, XII, XIII).

KpuTtepunamum yctaHoBneHus amarHosa bB aBnsioTcsa cnegyowme nokasatenu [8, 14, 17, 27, 33]:

1. AHaMHe3 3a6oneBaHus, KOTOPbIV OOMKEH BKMOYaTb 2 reMopparmyeckmx anmsoga, Tpebyiowmx

Tepanuun nnm 3 reMopparmyeckmnx annM3ona OfHOM U TOM Xe floKanusaunu.

2. OTAroweHHasi HacneacTBEHHOCTb — MOBbILLEHHas! KPOBOTOUYMBOCTb Y POACTBEHHUKOB 1 cTeneHun
poacTsea.

3. Na6opaTopHbie aaHHble (MpunoxeHune ).

[unarHos yctaHasnuBsaeTcsi NPy HaNUYUKU ABYX U3 TPeX KpUTepues.

2.1 XXanobbl n aHaMHe3

o PekoMeHpyeTCcs BCeM naumeHTaM npm cbope aHaMHesa 1 xanob, CEMENHOro aHaMHe3a BbISICHATb
HanM4ymne NPOoSIBIIEHNI reMopparM4yeckoro CMHApPoMa: Xanob Ha Nerko NosBAAIWNECT IKXUMO3bI,
HOCOBbIE KPOBOTEYEHUS, reMaTOMbl B paHHEM 0EeTCTBE; BO3HUKHOBEHNE CMOHTaHHbIX
KPOBOTEYEHUI (OCOBEHHO M3 CMN3UCTbLIX 0601I04EK, B CYCTaBbl, MbILLLbI U MATKME TKaHW);
ONIUTENbHbIX KPOBOTEYEHUIN NOCe TPaBM UM XUPYpPruyeckoro BMelwwatenscTea. Co6op xanob
1M aHaMHe3a No3BOoNUT onpegennTb o6beM obcnenoBanma naumeHTa [4, 7, 16].

YpoBeHb y6eanTenbHOCTU pekoMeHpaumi D (YpoBeHb 4OCTOBEPHOCTM foKa3aTeNbeTs — V)

KoMmeHTapuu: feMopparunyeckue nposasneHns npu 6B HecneunduyHbl 1 CXOOHbI C MPOABIEHUAMU
npuv Apyrux HapyLweHnax remoctasa. 3anofo3puTb BB BO3MOXHO Npu Hanu4mmn cnenyowmx
KJIMHUYECKMX NPU3HaKOB:

e KPOBOTEYEHMA N3 HE3HAUUTESIbHbIX MOPE30B UMM pPaH, KoTopble anatcs 6onee 15 MUH n/mnun
OTCPOYEHHO BO3HMKAIOT B TeYeHWe 7 AHeN nocrne TpaBMbl;



e 3MM304bl OSINTENBHOIO UMW NOBTOPHOIO KPOBOTEYEHUSA NOCNE XUPYPrMYecKoro BMellaTenbcTea
W 3KCTpaKLmn 3y60B, B TOM YMC/ie OTCPOYEHHOIro XapakTepa B TeyeHue nepsbix 7 — 10 gHen;

e CMNOHTaHHbIE NN NOCTTPaBMaTUYECKNE reMaTOMbl MATKMX TKaHen, HexapakTepHble A o6beMa
TPaBMbl;

e HOCOBble KPpOBOTEYEHUA, KOTOPbIE OANATCA 6onee 10 MUH, HEeCMOoTpPS Ha PU3NYECKYI0 KOMIMPECCHUIO,
nnn Tpe6y|ou.|,|/|e MeONUMHCKOro BMewWaTesibCTBa;

e Hannyue KpoBu B Kane 6e3 BUOMMON NPUYUHBI;

o HKEeNyOoOYHO-KULIEYHble KPOBOTEYEHUS, HE OO6BACHUMbIE 93BaMU U NOPTafibHOM FrMNepTeH3neN;

o N06ble 06UNbHbIE MAaTOYHbIE KPOBOTEUYEHUS, KOTOpble aNnaTtca 6onee 7 — 10 gHen;

e MPU3HaKM Me3eHXMMabHOM AMCnNasmm n aHrmogucnnasum;

* Hannuume 3abpIOWMHHBIX FEMaTOM UM FTeMapTPO30B B aHaMHe3e;

* pa3BUTUE FrEMOPPArnyYeckoro CUHAPOMa Npu NpUeMe Takmux NpenapaToB, Kak aueTuncanmumnosas

kucnota, HMBC, knonuporpen, BapdapuH Unuv rernapuH;

- BB B ceMeiHOM aHaMHe3e.
C60p >xanob u aHaMHe3a No3BONUT ornpeaenuTb o6beM o6cneaoBaHUs NaumeHTa.

- PekoMeHayeTcs npu c6ope aHaMHe3a Y BCeX NauueHToB Npu nogo3peHun 5B npoBoanTb OLLEHKY
reMopparmyeckoro cMHapoMma o LwKasne KpoBoTOUMBOCTU AN Bepupukaumm amarHosa
(npunoxeHwue r2) [25].

YpoBeHb yoeamuTenbHOCTN pekoMeHpaunm D (ypoBeHb JOCTOBEPHOCTW JoKasaTenbeTs — V)

KoMMmeHTapuun: 3HauveHne mexay 0 1 1 nMeeT KpuTnyeckoe 3HadyeHune. OueHka 1 o3Ha4vaerT, 4yTo
CUMMTOM MNPUCYTCTBYET B aHaMHe3e y nauneHTa, HO He UMeeT KJIMHUYECKOro 3Ha4YeHUs, YTO

KBanmouLmpoBaTbCs, Kak 2.

Mpu oLeHKe KPOBOTOYMBOCTM NPU ONepaTUBHbIX BMeLLlaTeNbCTBax OLEHNBAETCS NPOLEHT onepauni/
yoaneHus 3y60B, Npu KOTOPbIX OTMeYasncsa reMopparmyeckmin cuHgpoM. Hanpumep, 3 onepaumn/
yoaneHus 3y6oB, Npu KOTOpbIX B 1 cnyyvae pasBunca remMopparmiyeckmm cuHopom = 33%, oLleHKa no
WwKane = 2.

HopManbHble 3HaYEeHUS: Y MYy>KUUH — MEHee 4, Y XXEHLLMH MeHee 6, y feTel MeHee 3.

2.2 ®unsukanbHoe obcnepgoBaHne

PekomeHayeTcqa y Bcex NauMeHToB Npu anarHocTuke BB obpalaTe BHUMaHWE Ha Hann4mne KOXXHOro
reMopparmyeckoro CMHPOMa pasfiMyHOM BbIPaXXEHHOCTUN B BUAE MHOXXECTBEHHbIX 3KXMMO30B

W reMaToM MArknx TkaHen. OCMOTP NO3BOAAET ONPEAENNTb TAXKECTb COCTOSAHMS NauneHTa

N HEOBXOAMMOCTb NPOBEAEHNSA CNeuMPUUECKOn 3aMeCTUTENBHOM U/UNKU reMOCTaTUYEeCKON Tepanuu
[10, 17].

YpoBeHb y6eanTenbHOCT! pekoMeHaumi D (YpoBeHb 4OCTOBEPHOCTM foKa3aTeNbeTs — V)

KoMMeHTapum: BO3MOXXHO BbISIBfiEHWE NPU3HaKOB NOpPaXeHUs cycTaBoB B Buae aedpopmaumm, oteka
W NOKanbHOro NOBbILWEHNSA TeMMePaTypPbl KOXWU (OCTPbIN reMapTpo3) U/Unn NPU3HaKkoB HapyLLleHUs
NoaBUXHOCTU, o6beMa OBUXEHUI CYCTaBOB, TMNOTPOOUN MbiLLL, KOHEYHOCTN Ha CTOPOHE
NnopaxeHHoro cycTaBa, HapyLleHne noxodkun (gedopmupytowasn aptponaTtns) npy 6B 3 Tuna. Mpu
OCMOTpE TakXe MOryT 6bITb O6HapyXeHbl KPOBOTEYEHUSA U3 CIN3UCTbIX (HOCOBbLIE, ECHEBbIE,
NTYHOUKOBbIE, MEHOPParnu).

2.3 JlabopaTopHas AuarHocTvKa

JlabopaTopHble aHannsbl fIexxaT B OCHOBE AMarHOCTUKM U KOHTPONSA y nauneHToB ¢ BB. Tpe6oBaHuA
K YCNOBUSM U TEXHMKE O0T6Oopa 06pa3LLOoB 1 BbINOMHEHNSA NCCEA0BAHMIA HE OT/INYAIOTCS OT



CTaHOapTHbIX. BaXkKHbIM acnekToM nabopaTopHbIX UCCNENOBaHNN ABNSETCA y4acTue B CUCTEME
KOHTpons kayecTsa. MNpu guarHoctrke BB onTUManbHO y4acTBOBaTb He TOSIbKO B rOCYAapPCTBEHHON,
HO 1 B MeXAYHapo[HOM CUCTEME KOHTPOMNSA KayecTBa nabopaTopHbIX MCCNefoBaHUI, oXBaTblBaloLen
OCHOBHble Koarynonornyeckune napametpsl: AYTB, MTU, pubpuHoreH, FVIII, vVWF:RCo, VWF:Ag.

BceM naumeHTaM npu guarHocTtmke 6onesHn BunnebpaHga npoBoauTcs noatanHoe nabopaTtopHoe
nccnegosaHue. NonyyeHne MakCMManbHOro KonnyecTBa AaHHbIX CNoCcoBCTBYET BepudmKaumm
OuMarHo3a n UckJloYeHunto npuobpeTeHHbix koarynonatun (Mpunoxenue N2) [1, 2, 3, 13].

o PekoMeHayeTcs BCEM MaumeHTaM ons ouarHocTukm BB nepBbiM 3Tanom amMarHoCTUKKM Ha3HavyeHue
obLero aHann3sa KpoBu 1 NOACYET KonnyecTsa TpoMbouunTos no ®oHno ona Bepudurkalmm
awvarHosa [2, 8].

YpoBeHb y6eamTenbHOCTN pekoMeHpauni D (ypoBeHb JOCTOBEPHOCTU [oKasaTenbcTs — V)

¢ PekoMeHpyeTcd BCeM naumeHTaM ong anarHocTuku BB nepBbiM 3TarnoM guarHoCTUKM HasHavyeHue
KoarynorpamMmmbl: akTUBMPOBaAHHOE YacTUYHOE TpoMbonnacTuHoBoe Bpems (AYTB),
npotpom6uHoBoe Bpems (MB), Tpomb6uHoBOE BpeMs (TB), KoHueHTpauumio ¢ubpuHoreHa (no
Knayccy), onsa sepudukaumm guarHosa [2, 8].

YpoBeHb y6ennTenbHOCTN pekoMeHaumi D (YpoBeHb 4OCTOBEPHOCTM foKa3aTeNbeTs — V)

o PekoMeHpyeTcs BCEM NauuMeHTaM NpoBefeHne BTOpOoro atana AnarHoCcTuku — cneundunyeckmnx
Koarynonormyecknx nabopatopHbix Tectos: VWF:Rco/VWF:Ag, FVIII:C, nccneposaHue arperaumm
TPOMBOLUTOB C OCHOBHbIMU MHOYKTOPaMN — PUCTOLETUHOM, KOfflareHoM, ageHo3nHbochaToM
(AO®), TpoMBUHOM, agpeHanmHoM, RIPA B oByx KoHLUeHTpaunsax, VWF:CB, MynbTUMepHbI aHanus
C uensto Bepudunkaunm guarHosa BB [3, 4, 8, 19, 23, 30].

YpoBeHb yoeguTenbHoCTn pekoMeHpaunm D (ypoBeHb JOCTOBEPHOCTU JOKasaTenbeTB — V)

KomMeHTapun: B cnyyae nogospennsa Ha BB 2B Tuna arperaums ¢ pucToueTUHOM NPOBOANTCS B OBYX
KOHUeHTpaumax, Cneundunyeckune TeCTbl MOTyT BbiTb BbINMOMHEHbI B CNELMan3npoBaHHbIX LeHTpax

no neyeHuio Kkoarynonatun. Ana auddpepeHumnanbHOM GUarHOCTUKN B HEKOTOPbIX CllyYaax TpebyeTcs
nccnepoBaHne GyHKLUNOHaNbHON akTUBHOCTU TpoMbouunToB (DAT) METOAOM NPOTOYHOWN LUTOMETPUN.

o PekoMeHpyeTcs B KayecTBe TPETbero atana AMarHoCTUKM NauneHTaM ANns UCKoYeHUs
npunobpeTteHHoro geduumta VWF 1 ¢ Lenbio NpeHaTanbHOM ANarHOCTUKM NpoBeAeHNE
MOJNeKYNApHO-reHeTUYEeCKOM ANarHoCTUKN HapyweHun VWF [18, 31].

YpoBeHb y6eanTenbHOCTU pekoMeHaaumi A (YpoBeHb OCTOBEPHOCTU [oKa3aTenbcTs — |)

2.4 HCTpyMeHTasNbHasa AuMarHocTyka

- PekoMeHayeTcs NauMeHTaM Ana yTouHeHus auarHosa BB v nposeneHus aupdepeHumanbHoMm
OMarHoCTUKM € ApyruMu 3a6onesaHUsMU C BO3MOXHBLIM HaJIMuMeM reMopparMyeckoro cMHgpoMa
[10].

Mo nokasaHWAM NpoBOASATCA:

e O30¢aroracTpoayofeHOCKonus;
e YNbTPa3BYKOBOE MUCCMEfOBaHWE CyCTaBa;
e YNbTPa3BYKOBOE MUCCMef0BaHMe OpraHoB 6PIOLLHON NO0CTY;

e YNbTPA3BYKOBOE UCCNENOBAHME MOYEBbLIBOASLLMX NYyTEN;
- YNbTpa3sByKOBOe uccnefosaHue 3a6pIolUMHHONO NPOCTPaHCTBa;

- YNnbTpasByKoOBO€ UccregoBaHme MaTkum u NnpupaTkoBs,

e MarHUTHO-pe30HaHCHasa ToMorpadus cycTaBa, MArkMX TKaHewn;

e MarHUTHO-pe30HaHCHasa ToMorpadusa rofloBHOrO MO3ra;



e peHTreHorpadusa cycTtasa;

e KOMMblOTEPHas TOMorpadus opraHoB rpyaHON KNeTKu;
e KOMMblOTEPHAasA TOMOrpadpusa ronoBHOro Mosra;

e PUHOCKOMNUS;

e KONbMOCKOMNUS;

* PEeKTOPOMaHOCKOMus;

e KOJIOHOCKOMUA.

YpoBeHb yoeamTenbHOCTN pekoMeHpaunn D (ypoBeHb JOCTOBEPHOCTW JoKasaTenbeTs — V)

KOMMEHTapVIVII MHCTPYyMeHTaNnbHaA oMarHoCTuUKa No3BoSIdeT BU3yannsnpoBaTb KpOBOTe'-IeHVIﬂ/
KPOBOU3NNAHUA Pa3TNYHbIX NoKanunsaumn, a Tak)Ke BbIIBUTb OCNOXHEHUS, pa3suBLlLINECA BCneacTene

remMopparmyeckunx NpPosiBNeHuin.

2.5 KoHcynbTauum crneumanucTos
- PekoMeHayeTcs nauneHTam ¢ BB ong noaTeepXXaeHUsa HanMuus reMopparmyeckux nposiBieHUn
(wnu ux nocnepcTeuif) [7, 23].

Mo noka3aHWsIM BO3MOXXHO NMpoBeAeHUe KOHCYbTaLUiA:

e aKyluepa-rmHeKosora;
e TpaBMaTosiora-opTonena;
° Xvpypra;

e yporora;

e HeBposora;

e OTOPMHONAPUHIosora;

e CTOMaTOJIora.

YpoBeHb y6eauTensHOCTN pekoMeHgaunm D (ypoBeHb 4OCTOBEPHOCTU JoKasaTenbeTB — V)

KOMMeHTapun: KOHCYNbTaLmn Bpayel No3BonaioT onpenennTb HapyLweH s B PasfiMyHbIX opraHax
N cucTeMax BCNeACTBUE COCTOSBLUErocs (MepeHeceHHoro paHee) KpoBOTeUYEHUS /KPOBOUINNSHUS.

2.6 lononHuTeNbHbIE UCCeA0BaHUSA

e PekomeHayeTcs Npu anarHoctuke BB B cnyvyae HEBO3MOXHOCTU NPOBEAEHNS NMOTHOLLEHHOIO
TPEexXaTanHoro Koarynonornyeckoro obcnefoBaHuns, a Takxke B Crly4ae KOHTPONS Tepanuu,
BbINONTHEHWE UHTErparnbHbIX TECTOB OLLEHKM reMocTa3a A1 BbiIABIEHUS U MOHUTOPUHTa
HapyLUEeHWI B CBEPTbIBAIOLWLEN CUCTEME KPOBW — TPOMBOANHAMWKK, TpoMBoanacTorpadum, Tecta
reHepauum TpoMbuHa [3, 16, 33].

YpoBeHb y6eamnTenbHoCTn pekoMeHpaumi C (ypoBeHb OCTOBEPHOCTM AoKa3aTenscts — V)

KoMMeHTapuu: nHTerpasnbHble TeCTbl — 3TO labopaToOpHbIE NCCNEAOBaHUSA, KOTOpbIe in Vitro
UMUTUPYIOT 6ONBLUMHCTBO GU3NONOrMYECKUX MPOLECCOB OCTAaHOBKN KPOBOTEUYEHUS. OHU He
aHann3upyloT oTAeNbHble PaKTOPbl CBEPTLIBAIOLWEN CUCTEMDI, 8 XapaKTEPU3YIOT KOHEYHbIN 3Tan BCero
Kackapa cBepTbiBaHUA — npoLecc npespalleHne pubpmnHoreHa B GnbpuH n obpasoBaHue

GUBPMHOBOro CrycTka.

3. JleyeHune

Llenb neyeHns BB — noBbIWeHWe KOHUEHTpaLumn unm saMelleHme GyHKLUMOHaNbHO HEMOHOLLEHHbIX
$aKTopoB CBEPTLIBAHNSA KPOBU. JleueHne MOoXeT 6bITb MpoduinakTUYeCKUM Unu no TpeboBaHnio —
npu KposoTeyeHun. MauneHTam ¢ BB perynsapHoe npodunakTuyeckoe nedeHne HasHayaloT pexe,



4yeM nalmneHTam Cc reMOCDVIJ'IVIeVI. OpHaKo Npuv peumomBupyoLLnX KPOBOUINUSHUSX B CYCTaBbl,
XXenyooyHOo-KUWeYHbIX 1 MaTOYHbIX KPOBOTEYEeHUNAX I'Ipoq)VIHaKTVILIeCKI/Iﬁ PEeXXnM MOXXeT CTaTb

onTUMalnbHbIM METOO0M JleueHUsa nauneHTos ¢ bB.

He Bce naumeHTbl ¢ BB Hy>)XgaloTca B Ha3Ha4YeHUM Tepanuu. KputepmnemM Havana nevyeHuns npum
Hanuummn BepudPurLUMPOBaAHHOro AnarHosa BB aBngi0TCa cregylowme nokasatenu:

e BO3HUKHOBEHWNE yMepeHHbIX/Tﬂ)KeJ'IbIX, CI'IOHTaHHbIX/I'IOCTTpaBMaTVILleCKI/IX KpOBOTe‘-IeHI/IVI;

- XMpypruyeckoe BMeLIaTeNbCTBO;
- peuMaMBUpYIoLLME KPOBOTEUEHUS NI0GON CTEMEHU TSHKECTHU, CHUDKAIOLME KauecTBO XXM3HU.

MockonbKy BB ABNAeTCA KOMMIeKCHbIM 3aboneBaHneM, BOSHUKAIOLMM B pe3yrbTaTe pas/inyHbIX
reHeTU4YeckuUx AepeKToB 1 pasnnYaloLLUMCS MO CTEMNEHU TSXKECTU, B Tepanum MoXXeT
MCMOoMb30BaTbCS LUIMPOKUIA CNEKTP JIeKapCTBEHHbIX NpenapaTos, MOMUMO 3aMeCTUTENbHOM Tepanuu
nnasMaTunyeckmmm KoHueHTpatamm FVIII, copepxxawmmm VWF. Takue MeTofbl BK/OYaloT
Mcrnosib3oBaHMe ropMOHOB, aHTUPUGPUHONUTUYECKNX CPEACTB M fIeCMOMNpeccuHa.

3.1 KoHcepBaTUBHOE fie4yeHune

o PekoMeHOyeTCcd NauneHTaM OeTcKoro BospacTa (cTtaplue 4-x neT) ¢ bB npyMeHeHWe Ha3anbHOM
dopMbl fecMonpeccuHa** (Boiceoboxgaet VWF u FVIII ns aHgotennanbHbiX KNETOK, TEM CaMbiM OH
rnosblWwaeT akTMBHOCTL VIII pakTopa cBEpTbIBAEMOCTU KPOBU Y NaumeHToB ¢ BB) npu nerknx
$popmMax knnHmnveckoro TeveHus 6B [10, 20, 32].

YpoBeHb y6eanTenbHOCTN pekoMeHgaumui D (ypoBeHb 0OCTOBEPHOCTU JoKa3aTenbcTs — V)

KoMMeHTapuu: lecMonpeccuH** — CUHTETUYECKUI aHanor BasonpeccuHa (aHTUANYpPeTUYeCcKoro
ropMoHa) ¢ MogMduKaunaMm, HanpaBneHHbIMU Ha CHUYXEHWE NPEeCCOPHON (Bbi3blBatoLWwen
MoBbILLEHNE apTepmnanbHOro gaBfeHnsa) akTMBHOCTM Ba3onpeccuHa. JecMonpeccuH** Boi3biBaeT
BbicBob6OXaeHne VWF n FVIII ns angpotenmanbHbIX KNETOK, TEM CaMbIM OH NOBbIWAEeT akTUBHOCTL VI
daKTopa CBEPTLIBAEMOCTU KPOBU Y NauneHToB ¢ reModunmen n bB: nocne nHoyamm 0,4 MKI/Kr ero
ypoBeHb cocTtaBnsaeT 300 — 400% oT nepBOHayanbHOro; oTBET nNposasnseTcs Yyepesd 30 MUH

W pocTuraeT MakcnuMyMma (3 — 4-kpaTHoe yBennyeHue) B TedyeHune 1,5 — 2 4. AKTUBHOCTb aHTureHa Vil
dpaKTopa U PUCTOLETUH-KO-DaKTOPHasA akTUBHOCTb YBEMNYNBAIOTCSH B MEHbLUEN CTENEHN.
[JecMonpeccuH** B paBHOWM cTeneHu nosbiwaeT cogep>xaHune VIl dakTopa npu nerkomn popme
remodunumn A, BB 1y 3nopoBbix [o6poBonbLEB. HabniogaeTcsa Tak)Ke BbICTPbIN POCT KOHLEHTPaLNK
nnasMmHoreHa 6e3 KIIMHUYEeCKN 3Ha4MMOoro ycuneHns enbpuHonmsa.

[MokasaHnAMKM K Ha3HavYeHuto gecMorpeccuHa** apnaTca nerkve gopmel 6B Tnos 1 2 (kpome 2B).
Mpw BB Tnna 3 otcytctByeT VWF, KOTOPbIN MOT 6bl BbICBOGOANTLCA B OTBET HAa AECMOMPECCUH, a Npu
6onee Taxenbix popMax BB Tvna 2 kavyecTBeHHbIN gedeKT PpakTopa HE MOXET BblTb KOMMNEHCUPOBaH

OOMNOJNTHUTENbHbIM BbICBOOOXAEHNEM ,D,eCDeKTHbIX MoneKkyn VWF.

[MockornbKy OTBET Ha AECMOMPECCUH** MOXET pasnuyaTbCs, NauneHTy cnegyeTt BBeCcTn NpobHYyio 003y
JecMorpeccunHa B OTCYTCTBUE KpoBoTeYeHud. Ecnn y naumeHTa HabnogaeTca oxxngaemoe
NoBbIWEHNE KOHLEHTpaunn VWF, B 6yayLieM npu KPOBOTEUYEHUSX Y 9TOMO NauMeHTa MOXHO
ncnonb3oBaTb gecMorpeccuH [5].

[MpoToKON NPUMEHeHNs gecMornpeccuHa**: y naumMeHToB 40 Ha3dHaYeHUs evYeHns Heo6XoaAnMo
npenBapuTenibHO NPOBECTU TECT C Ha3HaYeHEeM npenapaTa B TepaneBTUYecKor fose

n nocnepyowmnm onpegenernem FVIII:C, vWF:RCo yepes 60 MUH (Mpwn HazHa4YeHNM HasanbHOM
dopMbl NpenapaTa). Kputepmin apdekTUBHOCTU — yBENNYEHME NMPOoKoarynaHTHOM akTuBHocTu FVIII,
VWF:RCo > 50%.

[ecmonpeccunH** npuMeHsieTca HasanbHo 150 Mr npu Macce Tena MeHee 50 kr 1 300 Mr npu Macce
Tena 6onee 50 Kr. [NpuMeHeHMe gecMornpeccuHa** NnoBTopAlT Yepes 12 — 24 4, ogHako nocne 3 — 4



pas neyebHbin adPEKT CHMKaeTcs. [oBTOpHOE neveHne nposogmTcs yepesd 7 — 10 gHen.

[MoBTOpHOE BBEAEHME fecMonpeccuHa** B TedeHue 48 4 Bbi3bliBaeT UCTOLLEHWE 3anacoB VWF
N MOXET MPUBECTU K Taxndunakcum (CHMKEHUIO OTBETA Ha JIeYEHNE), OTCYTCTBUIO afeKBATHOMO
OTBETa Npw NocnenyoLeM Ha3HaYeHUM 3TOro npenapara. MNpn Heo6xoaMMOCTU ONTENBHOIrO
nevyeHNs pEKOMEHAOBaH Nepexo Ha ucnonb3oBaHme KoHueHTpaToB FVIII, cogepxawmx VWF.

BO3MOXHbI HeXenaTenbHble SBNeHUA Npu NpUMeHeHnn gecMonpeccuHa:

e TpaH3UTOpHas Taxmkapous

- ronoBHas 605b (06bI4YHO Bbipa)keHa YMEPEHHO).
- rUnoHaTpueMus
- 3afilep>XKa XXUaKocTu (BCrneacTeue aHTuauypeTuyeckoro agpdekra oecMonpeccuHa).

[JecmonpeccuH** cnegyeT NPUMEHATb C OCTOPOXXHOCTHIO Y MauVEeHTOB, UMeIoLWMX B aHaMHe3e
apTepuanbHyIo rMnepTeH3unio, 6poHXNanbHylo acTMy, TMPEOTOKCUKO3, XPOHUYECKUA HePPUT.
ABCOMIOTHLIMM MPOTMBOMOKa3aHUAMM K Ha3HaUYeHWIo AecMomnpeccrHa ABSIoTCA: NPOrpeccupyioLmin
aTepoCKepos, cepaeyHasa HeLOCTaTOYHOCTb, anunencus, 6epeMeHHOCTb.

HasHauyeHune gecMonpeccrHa** y B3poCsbIX NaLMeHToB ¢ BB He MpMMeHMMO BBUAY OTCYTCTBUSA
3aperncTpupoBaHHoi B PO napeHTepasnbHon GopMbl NpenapaTa.

* PekoMeHpyeTcsd nauneHTaM ¢ BB onga npegoTeBpalleHns nusnca o6pasoBaBLUMXCSH CMYCTKOB
HasHayeHne MHrMbmTopos GNUbpPNUHONN3a (AMUHOKAMPOHOBOW KNCNOTbI**, TPaHEKCAMOBOW
KUcnoTbI**) [15, 16].

YpoBeHb y6eanTenbHOCTN pekoMeHdauum A (ypoBeHb LOCTOBEPHOCTM foKa3aTenbcTs — I)

KoMMeHTapun: MHrMbuTopsl GUbpPUHONN3a CBA3bIBAOTCH C aKTUBHbLIMW yYacTKaMU NnasMMHOreHa,
4YTO NPENATCTBYET €ro B3aMMogencTeumio ¢ GU6pPUHOM 1 MPOHUKHOBEHMIO B GOpMUPYIOLLUINCS TPOMO.
AHTUOUOBPUHONUTUYECKME CPEACTBA YaCcTO NPUMEHSAIOT (MECTHO UM CUCTEMHO) OJ15 KYNUPOBaHUS
KPOBOTEYEHWNI U3 CIIN3UCTbIX MOMOCTN PTa, HOCOBbLIX KPOBOTEUYEHUIN, KPOBOTEYEHWUI MOCTE yaaneHns
3y60B 1 MeHopparu. AHTUGUOEPUHOINTUYECKUE CPEACTBA MOXXHO KOMBUMHUPOBaTb

C LeCMOMNPECCUHOM** NN KOHLEHTPaTaMun GakTopoB cBepThiBaHUA kKposu VIII**, conepyawmx VWF
n/nnu KoHUeHTpaTa dakTopa cBepTbiBaHUS KpoBu VIlI+dakTop Bunnebpanga**.

3aMecTuTenbHasa Tepanusa KoHueHTpatamu FVIII, cogepxawmmmn VWF

- PekoMeHpayeTcs Npu Tepanuu anu3opa KpoBoTevyeHUs y nauueHToB ¢ BB npu oTcyTcTBUM addeKkTa
OT AecMornpeccuHa ansg neyeHusa u npopunakTukm 6B npuMeHeHne BUpYyC-MHAKTMBUPOBaHHbBIX
KOHUeHTpaToB ¢pakTopa cBepTbiBaHUS KpoBu VIII (DCKVIII**), cogepxawmx VWF n/unu KoHueHTpaTa
dakTopa cBepTbiBaHUA KpoBu VllI+dakTop Bunnebpanga** (DCKVIII+VWF**) ¢ pacnpeneneHmem
MYNTbTUMEPOB, MaKCUMasbHO NPUGIMXKEHHBIM K TAKOBOMY B HOPMaribHOWM Nna3Me yenoseka [21,
26].**

YpoBeHb y6eauTenbHOCTU pekoMeHaauuin B (ypoBeHb fOoCTOBEPHOCTU floKasaTenbeTs — l11)

KoMMeHTapuu: MNpegnoyTeHna OomKHbI oTaaBaTbes npenapataMm GCKVII+VWF**, B KOTOpbIX
conepxxaHue FVIII He npeBblwaeT KOHUeHTpauunto VWF, T.K. n3bblITouHas akTuBHocTb FVIII no
CpaBHEHMUIO € akTUBHOCTbIO VWF B KpOBM NaumeHToB ¢ BB MOXET NpnBecTn K pasBuTuio TPoM6030B,
onacHbIX s Xun3Hu. Mpun nogbdope [03bl BAaXHO yUYMTbiBaTb COOTHOLWeEHMe Mexay VWFR:Co n FVIII:C.
[MpenapaTbl, KOTOPblE copepXaT BbICOKOMOeKynsapHble MynbTuMepbl VWF, obnagatot 6onee
BblpPa>X€HHbIM reMocTaTU4eCKnM apPeKToM. BO3MOXXHO MCNONb30BaHME KOHLEeHTpaToB FVIII**,
CTaHAapTU30BaHHbIX (KOHUeHTpaT GCKVIII+VWF**) 1 He cTaHAapTU30BaHHbIX (KOHLEHTpAT
OCKVIII**) no vVWF.



MpuMeHeHne koHueHTpaToB FVII+VWF** BO3MOXHO 018 NpOBEeAEHUSA Tepanum B CNeayowmx
pexumax:

e M0 TPeboBaHMIO (AN KYNUPOBaHNS KPOBOTEUYEHWIA)

e B NpodunnakTUYeCKoM pexxnuMe (ANng npegoTepaLlleHns BO3HUKHOBEHUSA reMopparnyeckoro
CUHOPOMA).

[o3y KoHueHTpaToB nnasmatundeckoro ®CKVIII**, npegHasHayeHHOro ansa nevyeHns bB, Heob6xogumo
paccunTbiBaTb MO aKTUBHOCTM pakKTopa, codepkalierocs B 60blUer KOHLEHTPaLUnn B aHHOM
nekapcteeHHoM npenapate (FVIII:C nnn vWF:RCo).

BoccTtaHoBneHnue no VWF:RCo y B3poc/biX OOMKHO 6bITb NpnbnnantensHo 1,5 — 2% Ha BBegeHne 1IME
VWF:RCo/kr macchl Tena. Npun nHoysum gossl 50 ME/kr cnegyet oxunpatb yBenmienma VWF:RCo

B ananasoHe 75 — 100 %. TakuM obpasom, nosa 40 — 50 ME vWF:RCo/Kr Macchbl Tena pekoMeHLoBaHa
naumeHTaM ¢ HU3Kom 6a3oBomn akTMBHOCTbLIO VWF:RCo. Y geTer ypoBeHb BOCCTaHOBIEHUS MOXET
6bITb HUXE B CUy GU3NONOrMYEeCKUX OCOBEHHOCTEN.

o PekoMeHayeTcA Npwv Tepanuu BceM naumeHTam ¢ BB pacyeT [o3bl KOHLEHTPaToB GpakTopoB
CBEPTbIBAHUSA KPOBM M MPOAOIHKMTENbHOCTb JIeYeHUs MPOBOLNTb UCXOOSA U3 BUOA KPOBOTEUEHMS,

6a30BOM aKTUBHOCTU AedULMTHBIX GaKTOpPOB U Lenu nevyenusa (tabn. 3) [16, 20, 23, 26].

YpoBeHb y6eamTenbHOCTN peKoMeHpauni B (ypoBeHb LOCTOBEPHOCTM AoKasaTenbcTB — |l)

Tabnuua 2. lfeMocTaTUyeckas Tepanus no TpeboBaHMUIO MPY PasnnYHbIX BUOAX KPOBOTEYEHUS

MokasaHus

nerkne KpoBoTeYeHus 13
CNU3UCTbIX (HOCOBbIE,
[ecHeBble)

CMNOHTaHHbIE NN
nocTTpaBMaTu4yeckune
YMepEeHHbIe
KpoBoTeYyeHusa

3KCTpaKkumsa 3ybos

MeHopparusa gonblie 7
CYTOK Unun npuBoasLLas
K aHeMusaumm

Bonbwoe
Xupypruyeckoe
BMeELLATENbCTBO

Manoe xmpypruyeckoe
BMeLIaTebCTBO

Nosa OCKVIII+VWF** unn
OCKVIII**, ME/kr

20

20 —-40
20 —-40
20-50

Hacbiwatowasn posa:
OofHOKpaTHO 3a 1 vyac oo
BMewartensctea 50 — 60,
nopepXmeaiolLasn nosa:
25— 30 x 2 pasa B CyTKMN

Hacblwalouas gosa:
OOHOKpaTHO nepef
HavasfioM BMellaTenbcTea
30— 50,
nogaep>xusaipollas gosa:
15 — 25 x 2 pasa B CyTKU

PeXuM BBegeHuNs

06bI4HO OOHOKpPaTHO

06bI4YHO OQHOKPAaTHO

OfHOKpaTHO

CO 2-ro0 oHSA
MeHopparum Kaxmable
24 4yBTeyeHne 2 —4
noHen

B TeueHune 2 — 4 cyr,
3aTtemM 1 pas B CyTKM OO
CHSITUS LUBOB

N 3aXXUBNEHUS paHbl

B TeueHne 1 -2 cyt
nocne BMeLaTenbCeTBa,
3aTeM 1 pa3 B CyTKU A0
CHATUS LIBOB

N 3a>XXUBNEHNS pPaHbl

Lenb

OcTaHoBKa
KpPOBOTEYEHUS

OcTaHoBKa
KpOBOTEYEeHUSA

FVIII:C n vVWF:RCo >
50%

OcTaHoBKa
KpOBOTEYEeHUSA

Mepepn
BMeLlaTenbCcTBOM 1 36 4
nocne Hero FVIII:C

n VWF:RCo > 80%

Mepen
BMeLWaTeNbCTBOM 1 36 4
nocne Hero FVIII:C

n vVWF:RCo > 80%,
FVIII:C >50% B TeyeHue
7 — 10 pHen

KoMmeHTapuu: CoBpeMeHHas Tepanua BB 6asnpyeTcsa Ha NpUHLUMNE «AOMaLUHEero ne4YeHnsa»:

CaMOCTOATENIbHOIO BBEAEHNA NpenapaToB NauMeHTOM Ha OMY Mpu yCcnoBun ob6s3aTenbHOro

0ob6y4YeHNsa N HabnaeHNS B cneunanmsnpoBaHHOM MEOULMHCKOM LeHTpe. PelleHne o npuMeHeHnn



reMoCcTaTn4ecKoro npenapata npUuHMMaeT NnauneHT Unn ero poacTBeHHMKM B COOTBETCTBUN
C pekoMeHpauunamMum remMaTtonora.

o PekoMeHpyeTcsd npu Tepanumn naumeHToB ¢ BB B cny4ae oTCyTCTBUA crieunduyeckmnx
reMocTaTM4yecKmnx npenapaTos npumeHeHne C3I1, kpnonpeuunuTtara [7, 16, 23].

YpoBeHb yoeamuTenbHOCTN pekoMeHpaunm D (ypoBeHb JOCTOBEPHOCTU JOKasaTenbeTs — V)

KoMMeHTapum: BO3MOXXHO B UCKITIOYUTENbHBIX CyYasaX U He [OMKHO ABNATLCA MOCTOSAHHOM
NPaKTUKOWN.

o [MpodunakTnyeckoe nevyeHne peKkoMeHayeTcs naumeHTam c TsxenosiMm ¢opmamum BB (B OCHOBHOM
Tuna 3) ¢ peunamBmpyoLLUMN KPOBOTEYEHNAMU U3 CITM3UCTBIX 060N0YEK NN C KPOBOUSTUSHUAMN
B cycTaBbl [6, 7, 14, 23].

YpoBeHb yoeamTenbHOCTN pekoMeHgaunn C (ypoBeHb 4OCTOBEPHOCTH AoKasaTenbcTs — V)

KoMMeHTapuu: Takne KpoBOTEUYEHUSA MOTYT CYLLECTBEHHO MeLlaTb NOBCEAHEBHOWN AEATENbHOCTU
W NPUBOOMUTL K HapyLleHMio GyHKLNK CycTaBOB (apTponaTum). ApTponaTnsa Takxxe HabnogaeTca
y naumeHToB ¢ bB T1na 2N, ocobeHHo B Tex cny4dasx, korga FVIII:C coctaBnsieT MmeHee 10%,

My NauneHToB ¢ TsXxenon ¢opmoint bB Tuna 1, y KoTopbix konmnyectso VWF 1 aktnsHocTb FVIII:C
MOrYT BbITb CHMXXEHbI. B TaknX cryyasax pekoMeHOyeTcsa Ha3dHayaTb NpodunakTu4eckoe fnedyeHme
KOHUEeHTpaTaMn GakTopoB cBepTbiBaHUA KpoBu FVII+VWF**,

Tabnuua 4. 3aMecTuTenbHasa npodunakTnyeckas tepanus npu 6B

MokasaHue/nokanusauusa TMn BB Losa FVII+VWF**/ Pexum Hauano
KpoBOTEYeHUs OCKVIII**, ME/Kkr npodunakTMKn
Macchbl Tena
feMapTpo3bl 3 10 -50 1 — 3 pa3sa B Hepgeno nocrne nepsoro
KpOBOTEYEHUA
Xenyno4Ho-KuLeyHble 2 20—40 2 — 4 pasa B Hepeno nocne 2 —3
KpOBOTEYEeHUA KpoBOTEYEeHUN
HocoBble/n3 cnusnctomn 3 20 -50 1 — 3 pasa B Hepeno nocne3—4
POTOBOW MONOCTY, KPOBOTEYEHWUN B rof,
Beaylme K aHeMusaumm (06bI4HO aeTn)
MeHopparuu no6on 20 -50 ©)Xe[HEeBHO B TeyeHne SKEHLUMHbI
™n 3 — 4 gHel BO BpeMs neTopoaHoro
MeHCTpyaumm BO3pacTa

o [pu NnpodunakTnyeckom Tepanmm 6one3Hn naumeHToB ¢ BB pekoMeHayeTcs KOHTPONMpPoBaTh
cuTyaumoHHo 1 nnaHoBo 1 pas B rog: A4YTB, vVWF:Rco, FVIII:C, o6wuni aHanus kposu [2, 3, 6, 7, 13,
14, 23].

YpoBeHb y6eouTenbHoCTN pekoMeHpaummn C (ypoBeHb AOCTOBEPHOCTH AoKa3aTenscTs — V)

KoMMeHTapun: ons sSKCTPEeHHOro KOHTPoNsA apdeKTUBHOCTM Tepanum AoMnyCcTUMO UCMONMb30BaHNe
Tecta AYTB unun TpoMboanactorpadun (Heo6xoanMMo NMonyyYnTb HOPMarbHble UK Cy6HOPMarbHble
3HayeHunsd), OfHaKO AaHHble 3TUX TECTOB He NO3BONAIT ANddepeHLNpPoBaTb 3HAYEHNA aKTUBHOCTU
Bbile 40% — 50%.

» PekoMeHpayeTcs naumeHTam npu Tepanum BB ncnonb3oBaTth TONLKO OYMLLLEHHbIE, BUPYC-
WHaKTMBUPOBaHHbIE NpenapaThl, U3roTOB/IEHHbIE N3 JOHOPCKOM MNf1a3Mbl YenoBeka
(nnasmatudeckune) OCKVIII**, copepxatwme VWF, OCKVIII+VWF**, npenapaT ¢paxkTopa
BunnebpaHpa* nnm pekombuHaHTHole VWF [10, 16, 23].

YpoBeHb y6eanTenbHOCTU pekoMeHaumi D (YpoBeHb 4OCTOBEPHOCTM foKa3aTeNbeTs — V)



KoMMeHTapuu: YacTasi CMeHa npenapaToB MOXET NPUBECTM K MOBBILLEHMIO PUCKa Pa3BUTUS
MHrMbuTOopa K paKTopaM, NOITOMY XeNaTenbHO cO34aTb YCIIOBUS A/t MPUMEHEHMWS NMaLMeHTOM
0OHOr0 HAaMMEHOBAHUSA B TeYEHME ANTENbHOMO BPEMEHU (Ha NMPOTSXXEHUN MHOTUX NeT). Mpu 3ToM
npeanoYTeHMe OTAAETCS TOMY NpenapaTy, KOTOPbIN Ny4dlle BCEro nepeHocuTCs naumMeHToM, uMeeT
nyywue bapMakoKMHETUYECKUE MHANBUAYANbHbIE NOKasaTenu u Hanbonee yno6eH

B MCMOSIb30BaHNW, UCXOASA N3 KOHKPETHbIX YCIOBUA.

CMeHa npenapaTta y KOHKPETHOro NauneHTa npu oTCyTCTBUM 3apErnCTPUPOBaHHbIX HEXenaTeNnbHbIX
ABNEHWNIN Ha BBEAEHME UCMONb3YEMOro npenaparta U yooBNeTBOPUTENIbHOM KIIMHMYECKOM OTBETE Ha
Tepanuio HexxenatenbHa U Bo3MoXKHa nocre 100 3KCNo3nLMOHHBIX OHEeN BBEAEHUNA KOHLEHTPATOB

$haKTOPOB CBEPTHIBAHWUSI KPOBU.

KoHLeHTpaTbl HaKTOpPOB CBEPTLIBAHWUS KPOBM BBOAATCS BHYTPUBEHHO. Yalle BCero ncnosb3yeTcs
6oniocHas NHDY3MS CO CKOPOCTbIO, PEKOMEH0BAaHHOM NPON3BOAMTENEM. B peakumx cryyasx
BO3MOXHO NMPUMEHEHNE HenpepbIBHOM MHOY3UW NPU HanMunmM Nogo6GHOro OnbITa.

Bo Bcex cnyyasax Heo6XoaMMo cpasy UCMONb30BaTh AOCTAaTOYHYIO 0,03y M cobMioAaTh KPaTHOCTb
BBEEHWS npenapaTa. icnonb3oBaHMe HeaaeKBaTHO HU3KOM [O3bl U HECOBSIOAEHWE peXxuMa
BBEOEHUS NMPUBOAUT K CHUXKEHMUIO 3DDEKTUBHOCTU, YXYALLIEHNIO COCTOSHUS 1 YBENMYEHMIO pacxofa
npenapaTa. HeagekBaTHO BbICOKasA [03a MOXET MPUBECTU K Pa3BUTUIO TPOMBO30B U HeoMnpaBaaHHO
noBbILWIAET pacxof npenapara.

NMetowmecsa MHAMBMAYanbHble KonebaHusa GapMakoKMHETUYECKUX NapaMeTPoB Y KaXAoro naumneHTa
TpebyloT NepcoHNPULMPOBAHHON OLEeHKN hapMaKoKMHETUYECKO KpuBoit. B cnydyae ecnu

y NaumMeHTa Takoi aHann3 NpoBefeH, pacyeT [03bl M KPaTHOCTU BBEAEHMSA OOKEH NPOBOANTLCA
CMeLmanmcToM C y4eTOM UMEILNXCA AaHHbIX.

YunTbiBas BapnabenbHOCTb GapMaKoOKMHETMUYECKMX MOKa3aTenen y Kaxaoro KOHKpPeTHOro naumeHTa,
3aMecTuTeNnbHas Tepanunsa TpebyeT KITMHUYECKOro 1, MpU HEO6XOAMMOCTH, TabopPaTOPHOrO KOHTPOSS.
KNMHNYecKnin KOHTPOIb AOMKEH MPOBOANTLCSA reMaToNoroM npu obpalleHnm naumeHTa, poguTenamMm
1 CaMUM MaLMeHTOM NOCTOSIHHO. B OCHOBE KJIMHMYECKOro KOHTPOS NEXUT OLeHKa AMHaMUKK
reMopparmyeckmnx NpPosiBNEHN U ee CONOCTaBIEHNE C MPOBOLMMON 3aMECTUTENbHON Tepanuen.
JTabopaTopHbI KOHTPOSb BKJIIOYaET onpenesnieHne akTMBHOCTU AePULUNTHBIX GaKTOPOB B KPOBY,
TECTOB BOCCTaHOBMEHUSA PaKTOPOB U OLLEHKY PapMaKOKUHETUYECKOM KPUBOK (C pacyeToM Nepnonos
nonysbiBegeHNs GakToOpOB).

[nsa oueHKW pe3ynsLTaTUBHOCTU NMPOoBeOeHNS reMocTaTuyeckomn Tepannn BO3MOXHO nNpoBeneHune
MHTerpanbHbIX TECTOB: TECT reHepauunmn TpOMGMHa, TpOM60,D.VIHaMVIKa B ANHaMNYECKOM HabioaeHNN.

3.2 OnepaTuBHOE NleyeHne

Y nauueHToB ¢ BB Xnpyprunyeckoe eMeLllaTelbCTBO MOXeT I'IOTpe6OBaTbCF| ona nevyeHnd Kak

nposiBneHni 3aboneBaHns, Tak N He CBs3aHHbIX ¢ BB 3abonesaHuni.

o PekoMeHpyeTcs naumeHTaM nepepn nobbiM XMPYpPruyeckM BMeLaTeNbCTBOM KOHCYbTauus
Bpayva-rematosnora [10, 16].

YpoBeHb y6eanTenbHOCTN pekoMeHgauui D (ypoBeHb 0OCTOBEPHOCTM JoKa3aTenbcTs — V)

KoMMeHTapuu: xxenaTesnibHO BbIMOMHEHNE XMPYPruyeckoro BMellaTenbcTea creyuumannctamu,
UMeIoLWUMM OMbIT NIeYEeHUS NauneHToB ¢ BB, Npu HanMynMn BO3MOXXHOCTW ONpeaeneHns akTMBHOCTH
VWF:RCo n FVIII kpyrnocyTo4Ho. Ecnn ecTb BO3MOXHOCTb, ONEPaTUBHOE NIeYeHune nydlle NpoBoanTb
B cCneunannu3npoBaHHOM cTaLMoOHape. AHECTE3NONON AO/MKEH UMETb OMbIT NIEYEHUSA NaUNeHTOB

C HapyweHnaMm ceepTbiBa€MOCTU KPOBU.

» PekoMeHayeTcs NaumeHTam noboe onepaTtMBHOE BMeLLaTebCTBO UK NPOBEAEHNE MHBa3UBHOWN
npouenypbl NPOBOANTb Ha POHE 3aMeCTUTENbHON Tepanun KOHLEHTpaTaMn hpakTopos
ceepTbiBaHUA KpoBu OCKVII+VWF**/OCKVIII**, conepxawune VWF [14, 15, 16, 20, 26].



YpoBeHb y6eamTenbHOCTN peKkoMeHaumi A (YpoBeHb AOCTOBEPHOCTU [oKa3aTenbeTs — |)

KomMMeHTapuu: Lenb reMoctaTnuyeckom tepanum — goctumxenue yposHs FVIII:C > 50%.
OpUeHTMPOBOYHbIE [O3bl N PEXUMbI BBEAEHWUSA NMPenapaToB NpeAcTaBneHsl B Tabnuvue 3. HarpysoyHas
[03a KoHueHTpaToB dpakTopoB cocTaBngeT 50 — 60 ME/kr Macchl Tena nauneHTa. lNogaepxmsaiowme
003bl 06bIYHO HMXKE K cocTaBnsaoT 25 — 40 ME/Kr Macchl Tena naumeHTa Kaxkable 12 — 24 yaca. Yepes
24 — 48 yacoB KOHLLEHTPAT BBOAUTCS B PEXMME pa3 B IeHb UTN Yepes fieHb B TeYeHne
nocneonepaunoHHON Hedenu.

Mpn He06X0[MMOCTU BO3MOXHO AOMOMIHUTENIbHOE Ha3HaYeHne NHrMouTopos GpnbpuHonmsa
(TpaHekcamMoBoOW KMCOTbI**) B Ao3e 10 Mr/kr B/B 3a 30 MMHYT [0 onepauun unu 20 — 25 Mr/kr
nepoparnbHO 3a 2 Yyaca [0 ornepauuu. B TeyeHne nocrneonepaunoHHON Hegenn TpaHeKCaMoBYIO
KMCNOTY** Ha3HayvaloT Ka)kable 6 — 8 yacos.

MOHUTOPUHI NPOKOarynsaHTHOM akTUBHOCTU B NOcreonepaunoHHOM nepunope obssateneH (KOHTposb
FVIII:C, VWF), MakcuManbHbIn ypoBeHb FVIII:C He ponmkeH npeBbiwaTtb 160% B CBA3M C PUCKOM
TpoMBoaMbonnyecknx ocnoxHeHnn. Koarynormyeckue tectol (A4TB, FVIII, VWF:RCo, VWF:AQ)
OOJDKHbI MPOBOAUTLCA B TedeHne 7 — 10 gHen B nocneonepaumoHHOM nepuoae ¢ onpepeieHnem
akTuBHoCcTM VWF (no BoamoxkHocTn) u FVIII:C.

Mpu Heo6XOANMOCTN NPOBEAEHUS MHBA3UBHbIX ANAarHOCTUYECKUX Npouenyp, Taknx Kak nioMbansHas
NYHKLKWSA, NYHKLXA apTepun, 3HOOCKONMYecKoe nccnegoBanme ¢ buorncmen, BegeHne nauneHTa Takoe
e, KaK Mpu XMpypruyeckoM nevyeHunun. B cnyyae, ecnv y nauMeHToB € TAXeNbIM TeyeHneM BB He
yOaeTcs AOCTUYb KOHTPONSA reMocTasa BBefeHneM KoHueHTpaTa OCKVII+VWEF** (unun OCKVIII**,
copgepxawmm VWF) BO3MOXHO nposefeHne TpaHcdysnm TpoMOoKoHLeHTpaTa unu C311.

MpodurnakTnka TpoMbo3a
¢ He pekoMeHAyeTCHA NPOBOAUTL BCEM NaLMeHTaM PYTUHHYIO MPOdUNaKkTUKy TPOMO0O30B nauneHTam
c BB Bo BpeMs xupypruyeckoro sMeLlaTenscTaa [34].

YpoBeHb y6eanTenbHOCTN peKoMeHaauunm B (ypoBeHb [OCTOBEPHOCTU fokasaTenscTs — Ill)

KoMMmeHTapuun: OHa MOXET BbITb Ha3Ha4YeHa B CBA3M C MOBbILWEHHbIM PUCKOM TPOM6B03a Y NauMeHTOB,
nosny4yaloLmnx BblIcOKMe 0o3bl KoHueHTpaTta FVII+VWF** ¢ yyeToM KOMOp6ugHOCTH.

3.3 NHoe nevyeHune

o PekoMeHayeTcs NauMeHTKaM KOHCYbTalmMs F’MHEKonora A Ha3HavyeHns nepopanbHbIX
KOHTpPaLEenTMBOB (CUMHTETMYECKME aHanorm 3CTPOreHoB 1 recTareHoB) A9 KyNnMpoBaHUS
MeHopparun [16, 32].

YpoBeHb y6eamuTensHOCTN pekoMeHpaunm D (ypoBeHb JOCTOBEPHOCTU JoKasaTenbeTs — V)

KomMeHTapuu: npu BBegeHnmn actporeHos nosbiwaioTtcs FVIIIEC n vVWF:RCo, 1 ons KoHTpons
YMEPEHHO BblPaXXEHHbIX MEHOPPAarni MoXeT OKasaTbCs JOCTAaTOYHbIM NPUMEHEHNE codep KaLumx
3CTPOreH 1 NPorecTepoH opasbHbIX KOHTPALLENTMBOB, BNarasuLLHbIX Kofew, Uiv BHYTPMMaTOUYHbIX
cnupanen, BbiIcBO6OXXAAOLWMX 3TN FOPMOHbI. FTOPMOHbI MOXHO Ha3HavaTb AIUTENbHO ANg
YMEHbLLEHUS BbIPaXXEHHOCTN MEHCTPYyasnbHbIX BblgeneHnn. HecMoTps Ha He06xooMMOCTb
OOMONHUTENBHOMO U3YYEHUA OaHHOIro BOMNpoca, KIIMHUYeCK e gaHHble YKasbliBaloT Ha TO, YTO
BBEJEHME 3CTPOreHOB MOXET UCMOMNb30BaTbCs A1 OCTAHOBKU TAXENbIX MaTOUYHbIX KPOBOTEUYEHUN.
[OPMOHbI MOXXHO Ha3Ha4aTb A/IUTENbHO AN YMEeHbLIEeHUS NPOJoMIKNTENBHOCTU U OBUNBHOCTU
MEHCTpYyanbHbIX BblAENEeHUN.

B nepumeHonayse npu NaTtonormm aHOOMETPUS U HaNMYMN MaTOUYHbIX KPOBOTEYEHUA BO3MOXHO
nposegeHne abnsaumm aHOOMETPUS.

+ PekoMeHpyeTcsd naumeHTaM ¢ BB ncnonbsoBaHue MHrM6uUTOpoB GnbpmnHOImn3a (TpaHekcaMmoBas
Kucnorta**, aMmHoKanpoHoBas K1UcnoTa**) npn npoBefeHnn onepaTMBHbLIX BMELLATENbCTB,



0CO6EHHO Ha MapPEHXMMATO3HbIX OpraHax, Mpu aKCTPakLUMn 3y60oB, Ne4YeHUn paH, HOCOBbIX
KpoBoTeveHusax [7, 15, 32, 33].

YpoBeHb y6enmTenbHOCTU pekoMeHaumi A (YpoBeHb OCTOBEPHOCTU [OKa3aTenbeTs — |)

KoMmeHTapuu: MHrméutopsl dnbpuHonmnaa. MIcnonb3yloTcs Kak AONOSIHEHME K cneumpuyeckon
3aMecTuTenbHOM Tepanun. Hanbonee apdeKTUBHbI NP KPOBOTEYEHUSAX U3 PaH CIIM3UCTbIX
obonoyek. MoryT ncnonb3oBaTbCA AN NEYEHNA KPOBOTEYEHNIM OPYTrMX NoKanusaumin. 3anpeLLeHo
MCNONb30BaTh NPM MNOYEYHbIX KPOBOTEYEHUSAX.

* PekoMeHpyeTcsd nauneHTaM ¢ BB B coueTtaHuu ¢ aHrnogucnnasunen (Boigensetcay 1,1% — 6,5%
naumeHToB C KpoBoTeyeHnaMU 13 XKKT) npoBegeHme fokasnbHbIX reMocTaTUYecKux npouenyp,
TaKMX KaK aNeKTpoKoarynsauus, nazepHasa GpoTokoarynsauns, cknepotepanus, aHrmorpadumsa
¢ ambonusaumen [10, 20].

YpoBeHb y6eamnTenbHOCTN pekoMeHpauni D (ypoBeHb JOCTOBEPHOCTW foKasaTenbcTs — V)

KoMMeHTapuu: PeumamBupytoLLme XenynoYHO-KMLWEYHbIe KpoBOTEYEHUSI 6€3 A3BEHHOIO aHaMHe3a
MOryT GblTb 06YCNOBNEHBI CUHAPOMOM Heyde, Npu KOTOPOM MMeEETCs codeTaHHasi naTonorus:
aopTanbHbl CTEHO3, aHMMOAMNCMIA3USA U XKENYAOYHO-KULLEYHbIE KPOBOTEYEHUS. TPUUYMNHOM
KPOBOTOYMBOCTU ABNSAETCHA OCefaHne KpynHbIX MynbTuMepoB VWF Ha MOBpeXAeHHbIX aopTasbHbIX
KflarnaHax B 30He MU3MEHEHHOI0 KPOBOTOKA W MOCTOSIHHOM MOBbILEHHOW Harpy3Ku. Xupypruyeckas
KOPPEeKLMSA aopTanbHbIX KlanaHoB NPUBOAUT K HOPManu3aLmm KpoBOTOKa, COXPaHEHMUIo
MYNETUMEPHOM KOMNO3nuumn VWF 1 KyNMMpOoBaHMIO KPOBOTEYEHUI. [laHHasA Tepanuns LOMKHa
NPOBOAUTLCA B AOMOMHEHME K MPODUNAKTUYECKOMY NIEYEHMIO KOHLIEHTpaTaMu GpaKkTopoB

C BO3MOXHOI KOMGUHaUMen ¢ aHTUGUOPUHONUTUYECKUMI NpenapaTamMu. JIedyeHne nauneHToB
NMPOBOAUTCS COBMECTHO C racTPO3IHTEPOSIOrOM U Ha3HAaYEHMEM NPOTUBOSI3BEHHON Tepanuu.

CnepnyeT yyecTb, YTO Yy NaumeHTa MoryT GbiTb HECTaHAAPTHbIE MPOABNEHNA GONe3HM, a Takxke
coyeTaHVe KOHKPETHOM 6onesHW ¢ ApYrMMmn NaTonornsiMmn, 4To MOXeT AUKTOBATb flevalleMy Bpady
N3MeHeHUs B aniropuTMe Bbi6opa ONTUMasibHON TaKTUKM OUArHOCTUKM U NTeYeHUs.

4, Peabunutauus

o PexkomeHpayeTcs naumeHTam ¢ BB 1 nopaxxeHneM onopHO-ABUraTesIbHOro annapaTa CaHaToOpPHO-
KYPOPTHOE NevyeHne B caHaTopuax optorneamnyeckoro npoouna 1 — 2 pasa B rof [23].

YpoBeHb y6enmTenbHOCTN pekoMeHaumi D (YpoBeHb 4OCTOBEPHOCTM foKa3aTeNbeTs — V)

KoMmeHTapuu: MNpn BB 3 T1na BO3MOXHO NopaXkeHne ornopHO-ABMUraTeIbHOro annapara,
CYLLECTBEHHO IMMUTUPYIOLLENO CoLMarnbHYIO afanTMPOBaHHOCTbL NauneHToB. NauneHtam

C Nopa)keHeM ONnopHo-ABMraTeNnbHOro annapaTta Heobxognma PyHKLMOHaNbHaa peabunuTtaums.
PaspaboTka peabunntaunoHHbIX MEPONPUATUI AOHKHA MPOBOAUTLCSA COBMECTHO CneunannctaMmm no
peabunutaummn, KypopTonorum 1 remMatonoramuy, UMeLWmMMn onbIT Ie4eHNs NaunueHToB

C HapyLUEHUAMN CBEPTbIBAHNA KPOBM.

JleyeHne MOXHO NPOBOAUTL B CAHATOPHO-KYPOPTHBIX OPraHn3aLmsx B KIIMMaTUYECKON 30He

NMPOXWBaHUA MauWeHTa, a TakXXe Ha 6albHEONTOrMYEeCKMX KypopTax.
Llenecoo6pasHo npoBeneHue KO/ NCUXONornyeckon agantaumm onsa naumneHTos ¢ reMopunmne.

* PekoMeHpyeTcsd BCceM naumeHTaM ¢ bB npoBegeHue WKOA NCUXONOrnM4yeckon agantaunm ang
nauueHToB ¢ bB [23].

YpoBeHb yoeamTenbHOCTN pekoMeHpaunm D (ypoBeHb JOCTOBEPHOCTU JoKasaTenbeTs — V)

5. MpodunnakTmka



o PekoMeHpyeTcs HabnwgeHne v nevyeHne naumMeHToB ¢ BB npoBoanTb rpynnon cneumanmcToB
pasnuuHoro npodwuns, BKOYaloLWen remaTonora, negnaTtpa, akylepa-ruHeKonora, optoneaa,
cTomaTtonora, dusnoTepanesTa, Bpaya JIOK, ncnuxonora, UMeOLWMX onbIT paboTbl ¢ NauneHTaMm
C HapyLweHunaMn remocTtasa [10, 16, 23].

YpoBeHb y6eanTtenbHOCTN pekoMeHgaumi D (ypoBeHb 0OCTOBEPHOCTM JoKasaTenbcTs — V)

KoMMeHTapum: OCMOTpP NauMEHTOB FrEMATOIOrOM, M’MHEKOIOrOM (Y XXEHLLWH), CTOMATOMOroM,
OpPTONEAOM AO/MKEH NPOBOOMTLCA HE MEHEee 2-X pas B rofl; oCTaslbHbIMM CneunanmcTaMmm — no
HeobxoommocTu. LlenecoobpasHo npoBegeHmne gucnaHcepmsaumm nauneHToB 1 pas B rog

B CMeunanmM3npoBaHHOM LeHTpe reModuinmn, ecnm LeHTp pacrnonaraet OCTaTOYHOM KIIMHUKO-
nabopaTopHom 6a3on.

[OucnaHcepHoe HabngeHne 3a nauneHTamu ¢ BB gomKHO BKloYaThb:

» ob6sa3aTeneH AMHaMUYeCKUn MOHUTOPUHI COCTOAHUSA NaLMeHTa C OLLeHKOW Hanuyus
HeXkenaTesbHbIX ABMIeHU NpU NPpoBeaeHNN 3aMeCcTUTENIbHOW Tepanuun: NosiBlieHNe NHIMGUTOPOB
K paKTopaM cBepTbiBaHUSA KPOBU, MHAMBUOYaNbHAA HENEPEeHOCUMOCTb NpenapaTta, BupycHas
KOHTaMWHaLMs, U3BMEHEHWNS NCUXONOrMYeCcKOoro UnNn coumnanbHOro ctatyca naumeHTa, oueHka
COCTOAHUA NepudPepnyeckon BEHO3HOW CUCTEMBI;

e Jle4yeHune ocnoxHeHun bB: koppekuusa nedpuumnTta xenesa, MHIMOGUTOPOB;

¢ BbIFBJIEHME U Nle4eHne ConyTCTBYIOWMX 3aboneBaHnin, ocobeHHOo 3aboneBaHui 3y60B, NON0CTU
pTa, XXKT, JIOP-opraHoB, OpraHoB MOYEBbLIAENNTENBHOM M MOIOBOM CUCTEM, NMaTONOIMMN CEPOEYHO-
COCYAUCTOWN CUCTEMBI U Ap.;

o PekoMeHpyeTcsd naumeHTaM ¢ BB, nonyvaowmm npodunakTnyeckoe neyeHme, BBegeHne
npenapaTa NPOBOAUTb Ha OMY CaMOCTOATENbHO U/UNKX C MOMOLLbIO POACTBEHHUKOB (CM. pasgen
JleyeHue) [23].

YpoBeHb y6eouTenbHOCTN pekoMeHpaunm D (ypoBeHb JOCTOBEPHOCTW JoKasaTenbeTs — V)

KoMMeHTapuu: KnioyeBbiMU acnekTaMm OLeHKM YyYLeHUs COCTOSHMSA 300PO0BbS U KayecTBa KU3HU
naumeHToB ¢ BB ABnA0TCA: NpefoTBpaLleHme Pa3BUTUA reMopparniyeckoro CMHAPOMa, perpecc Unm
OCTaHOBKa MPOrpeccnpoBaHms KOCTHO-CYCTaBHbIX M MbILLEYHbIX AereHepaTUBHbIX NU3MEHEHUN,
OTCYTCTBWE CMOHTaHHbIX KPOBOU3NUSHUIA.

6. JononHuTenbHaa MHbOpMaLUS, BAUAIOLLAA HA TEYEHNE N UCXOL, 3abonesaHusa

lapaHTMpoBaHHOe 6ecnepeboiHoe obecneveHne KoHueHTpaTtamu FVII+VWF/FVII** y naumeHToB
¢ BB, o6yuyeHne NnpMMeHeHUIO 3TUX NpenapaToB YNeHOB ceMbU 60MbHbLIX BB aBseTCca NpMopuTETOM
B OpraHu3aumv noMouu naumeHTam c bB.

Mpu neyeHnn KPoBOTEYEHNI HEOOXOANMO NMPULAEPXKMBATLCS CNenyoLwmx NPUHLMMNOB:

1. 1NA oCTaHOBKM KPOBOTEUYEHUI HEOBXOANMO Cpa3y NPUMEHSATb 3 deKTHUBHbIE 0,03bl NPenapaTos.
Tepanus HepOCTaTOYHbIMU [O3aMU HE NMO3BOMINUT OCTAHOBUTbL KPOBOTEYEHME, NPUBEAET K NOTepe
BPeMeHW, HapacTaHWIo reMoppParnyeckoro CMHAPoOMa 1 HEO60CHOBAaHHOMY PACXOAY LOPOroCTOAWMX
npenapaTos.

2. Mpu NpoBeaeHUN JOMaLLIHEro nevyeHuns Boi6op Npenaparta nauMeHToM OOMKeH OCHOBbIBATbCA Ha
peKoMeHpaunsx nevallero Bpaya n 66ITb 060CHOBAHHbBIM B COOTBETCTBUN C KJIMHUYECKOWN CUTYaLMNeN.

3. leMocTaTuuyeckyto Tepanuio crneumpuyeckM npenapatamMm (KOHLEHTpaTaMn GakToOpoB
CBepTbIBaHMSA KPOBM) HEOGXOAMMO HauMHaTb KaK MOXHO paHbLUe (B MakCMMarbHO CXaTble CPOKM
HaCTOJ/bKO, HACKOJbKO 3TO BO3MOXHO, XefaTeslbHO B TEYEHUE NepBbiX 2-X YacoB Nocse nosyyveHuns
TPaBMbI UV MOSABNIEHNS NMEPBbLIX CYObEKTUBHBIX UM OGbEKTUBHbIX MPU3HAKOB KPOBOU3NUAHUA/
KpoBOTeuYeHs), MOITOMY OCHOBaHWEM A1 Havana Tepanumn MoryT 6biTb CYyGbeKTUBHbIE OLLYLLEHUS
naumeHTa unu GakT TpaBMbl. HEOGXOAMMO CTPEMUTLCS OCTAHOBUTb KPOBOTEUEHME UM



KpoBousnnaHne 0o pasBnTna aHa4YMMbIX KITMHNYECKNX I'IpOFlBﬂGHVIVI. Mpn HanMuun TpaBMbl NAULNEHT
0OMKeH 6bITb OCMOTPEH FrEMaTONOroM B 0653aTeNlbHOM Mnopsiake.

4. JleyeHune Nerknx n cCpegHnx KPoBOTEUYEHUI [LOMKHO NPOBOAUTLCS Ha AOMY NaLMEHTOM UMK ero
POLACTBEHHWKAMM B COOTBETCTBUM C PEKOMEHAALMAMUN reMaTonora. MNpu passBuTUmM TAXENOro
KPOBOTEYEHUS Tepanusa [osKHa OblTb HayaTa Kak MOXHO paHblue (Ha LOMY) 1 NPOAOXEeHa Noj

HabnogeHeM remMaTosiora cTauMoHapHoO 1nn ambynaTopHo.

5. MaumeHTbl He fOMKHbI MICMOMb30BaTh NpenapaThl, HapyLawme GyHKLNIO TPOMOOLUTOB
W yrHeTaloLwme cBepTbiBaHME KPOBK, OCOBEHHO aueTuncanmuuioByto kKucnoty v gp. HMBI (3a
NcKoYeHneM HekoTopblx LLOM-2: uenekokcn®d, napekokcnb v ap.). AnbTepHaTUBHbLIM MeHee

6e30mnacHbIM GoneyTOoNSIWMM CPEACTBOM ABNAAETCH GyNUPTUH.
6. CnenyeT nsberaTb BHYTPUMBILEYHbIX MHBEKLNIA U MYHKLUW apTepUit.

7. CnepyeT NooLLpsATb PerynsapHble 3aHATUS GU3NYECKUMU YNPAXKHEHUSIMU, CMOCOBCTBYIOWUMU
Pa3BUTUIO MYCKYNaTYpbl, 3aLLUTE CYCTaBOB U YIyYLLIEHMIO GUBNYECKOrO COCTOSHUSA (HanpuMep,

neuyebHasi rMMHacTUKa, NnaBaHne, TEPPEHKYP).

8. MaumeHTbl OOMXHbI M36eraTb CUTYaLMiA, CBA3aHHbIX C BbICOKMM PUCKOM TPaBM, B TOM YUce
3aHATUSA KOHTAKTHbIMW BUOAMU €OUHOBOPCTB, UMP C TSHXKENbIM MAYOM, 3aHATUIN Ha CMOPTUBHBIX

CHapapax un T.ao.

CtomaTosiormyeckasi nomMoLlb

PekomeHayloTCa NnaHOBble CTOMAaTONOrM4yeckmue oCMOTPbI MPOBOANTL HE MeHee 2 pas B rof,.
O6bIYHbIE OCMOTpPbI CTOMATO0ra U YNcTKa 3y60B MOryT NPoBOAUTLCHA 6€3 3aMeCTUTENbHOW Tepanum
dakTopamun. OgHako Heo6xoaMMO MMeTb B CBOGOAHOM [OCTYMNe reMocTaTuyeckmne npenapartsl
(KOoHUeHTpaTbl pakTopoB cBepThiBaHUSA, DDAVP, aHTudnbprnHonntnyeckue npenapartsl). [2, 9, 20, 22]

YpoBeHb y6eamTenbHoCTN pekoMeHpaunm C (ypoBeHb LOCTOBEPHOCTW AoKasaTenbcTs — V).

KomMMeHTapun: Onga 6onbHbiX BB BaXXHO cobnogeHne rurmeHsl NoaoCcTu pTa, YTo noMoraeT
npenoTBpaTUTh Pa3BUTUE NApPOAOHTO3a 1 Kapueca. i YncTku 3y6oB HEO6XOANMMO UCMOb30BaTb

MSATKYI0 3yGHYIO LETKY.

o PekoMeHOoOBaHO NPOBOANTL MECTHYIO aHECTE3MI0 Y MaLUMEHTOB € Taxenon dopmon BB (Trn3)
TONbKO nocrne BBegeHus koHueHTpaTta FVIIHVWF**, Mpu nerkmnx ¢opmax 3aboneBaHns BBegeHme
KOHLLeHTpaToB GpakTOPOB CBEpPTbIBaHUSA HE ABNAETCS 06s3aTeNbHbIM, Y 3TOM FPynmnbl NauMeHToB
MOXET 6bITb Ucnonb3oBaHa Tepanusa DDAVP.[2, 9, 20, 22]

YpoBeHb y6eanTenbHoCcTH pekoMeHaaumii C (YypoBeHb LOCTOBEPHOCTM foKasaTenbeTs — 1V).

KoMMeHTapuu: Mpu oKasaHWM CTOMaTOMOrMUYeCcKo MOMOLLM BaXKHO TECHOE B3aMModencTemne
XUpypra-ctoMaTtosiora v Bpaya remMatonora. YaaneHuve 3y6a unm xmpypruyeckume npouenypbl GOMKHbI

BbIMOJTHATbLCA NOA CTPOIr'MM KOHTPOIEM reMoCTa3a U Nocrie KOHCynbTauun remMaTtosnora.

Mpun NpoBeaeHN CTOMaTONOrMUYECKMX NPOLLEAYP BO3MOXHO NPUMEHEHNE TpaHeKCaMOBOMN UK
OPYrnx aHTUPUOPUHONUTUYECKMX NMPENAPaTOB C LEesbio YMEHbLIEHNS HEO6X0ANMOCTU

B 3aMeCTUTENbHOMN Tepanunn KOHLEHTPaTOM dakTopa. BO3MOXHO MCMONb30BaHNE MECTHbIX
reMocTaTUYecKMx npenapaTos nocse ynaneHus 3y6oB..

Mpwn O6LNPHBIX CTOMaTONOMMYECKNX NPOoLLeAypax (HanoXeHne LWBOB, MHOXXECTBEHHAasA 3KCTPaKLMA
3y60B) MOXXeT NOHaJobMTbCS rocnUTann3aLms naumMeHTa B cTaunoHap.
JleueHue 6onesHu BunnebpaHpa Bo Bpems 6epeMeHHOCTU U POLOB

o PekoMeHOOoOBaHO npu ievyeHmnn 6epeMeHHbIX XXeHwmH ¢ bB 3HaTb Tvn BB, a Takxe FVIII:C
1 VWF:RCo B nnasme KpoBu NaumeHTKu. [4, 16]



YpoBeHb y6eamnTenbHoCTn pekoMeHpauni C (ypoBeHb LOCTOBEPHOCTWN AoKasaTenbcts — V).

KoMMeHTapuu: MNpu nerkmnx n cpegHeTtaxensix gopMax BB (Tvn 1, Tmn 2) KoHueHTpauna VWF
B Nnyiasme KpoBu 06bl4HO BO3pacTaeT K |l TpuMecTpy 6€peMEHHOCTH, B HEKOTOPLIX CIyYasx Ao
HOpPMaJsibHbIX 3Ha4YE€HUI, N Ha 3TOM 3Tarne 3a4acTylo OTCYTCTBYeT HEO6XOAMMOCTb NPOBEAEHNSA

reMocTaTM4ecKomn Tepanmu.

B I n Il TpumMecTpax 6epeMeHHOCTU KOHUeHTpauusa VWF nosbilwaeTcd He3HauYnTeNbHO, YTO
yBenn4mnBaeT PUCK CaMOMNpPOoOn3BOSIbHOro abopTa Co 3HAaUYUTENbHOM KPOBOMOTEPEN.

Mpwu Taxkenbix dopmax BB (Tun 1, Tun 2, Tun 3) aktueHocTb VWF BO BpeMs 6epeMeHHOCTM BO3pacTaeT
HepocTaTouYHO. MNpK HEOBXO0ANMOCTN FreMOCTaTUYECKOW Tepanum npm aTux Tunax 6B cnegyet
Mcnonb3oBaTb KOHLEeHTpaThl, cogepxawme VWF [4, 16, 21]. [lo3a KOHLEHTpaTa onpeaensercs

B 3aBMCUMOCTU OT YpOoBHA dakTopa VIl y nauneHTkn, onpepeneHHoro B 28 — 30 Hepenb

6epeMeHHOCT!.

[Mpu cooTBeTCTBYIOWEN MPODUNAKTUKE XEHLMHBI ¢ BB MOryT poXaTb CaMOCTOATENbHO,
C nNpoBefeHneM anunaypanbHon aHecTeaumn, ecnu FVIII:C coctaBnsaeT He MeHee 40%.

» PeKkoMeH[0BaHO Mpu pelleHnn Bonpoca o crnocobe poaopaspelleHns (BarmHanbHoe unm
onepaTuBHOE), ecniv OXuaaeTcs poxaeHne pebeHka c BB, BbibpaTb Hanbonee aTpaBMaTUYHbIN
cnocob. [4, 16].

YpoBeHb y6eamTenbHOCTN pekoMeHpauni C (ypoBeHb OCTOBEPHOCTH AoKasaTenbcTs — V)

KoMMmeHTapumn: KecapeBo ceveHne MoxHo rnposoguTb npu FVII:C He MmeHee 50%. BakyyMakcTpakuma

SABNSETCA ONACHOW M He Oo/MKHa npPoBOANTBCA B OTHOLWIEHWN NNOAO0B, Y KOTOPbIX MOO03PEBAETCA BB.

Y XeHLWMH ¢ BB NoBbIWEH PUCK MEPBUYHOIO 1 BTOPUYHOIO NOCEPOAOBOr0 KPOBOTEUEHMS,
NMOCKOJbKY MOBbILWEHHasa KOHLeHTpauna VWF B nnasme KpoBUM CHUXKAETCA cpasy Xe rnocrie pogos.
Puck 6onee BbICOK Yy XeHLWMH ¢ BB Tvna 2 no cpaBHEHMIO C XeHLWwMHaMu ¢ BB Tuna 1.

[Mocne ponoB kKoHUeHTpauuio VWF y Bcex xeHLWwmuH ¢ BB Heob6xoanMo onpepnendaTts B TeYeHue, no
KpanHen Mepe, 2 — 3 Hefernb. 3Ha4YUTENbHOE CHKEHME KOHLEeHTpauun VWF Bckope nocrne
poOopaspeLLeHUss MOXET CITY>XXUTb MokasaHueM K npumeHeHunio DDAVP.

BbIGOP CPOKOB U METOLLOB POLOPA3PELLIEHUS MO CTaHAAPTHBIM aKyLIePCKMM MOKa3aHUSM.

B 60/bLUIMHCTBE crlyyaeB 6epeMeHHOCTb M pofbl Y NauneHToK ¢ BB npoTekaloT 6e3 0CNoXHEHUM

N paXke OKasbiBaloT 61aronpusTHoe BO3AENCTBME Ha KIIMHUYECKOe TeyeHne 3aboneBaHus. Boinucka
NaLMeHTOK M3 CTalMoHapa [O/HKHA NPON3BOAUTLCSA HE paHee CeabMbiX CYyTOK Noc/ie POAOB
(caMoMpon3BONbHLIX) U B CPELHEM Ha AECsTbIe CYTKM MOC/e OnepaTMBHONO POLOPa3PELIEHNS.

BB y HOBOPOXXAEHHbIX

- PekoMeHO0BaHO nocre pogopaspelueHus oto6parb obpasel, NyrnoBMHHOW KPOBU B MPOGUPKY

C LMTPaTOM HaTPUS ANs onpefaeneHns akTMBHOCTU GakToOpoB cBepThiBaHUA KpoBU. Mpu oLieHke
pe3ynbTaToB HEO6XOAMMO YUYUTbIBaTh BO3pacTHble 0CO6EHHOCTU. [0 MOMEHTa AnarHoCTUKMU

Y HOBOPOXXAEHHbIX C oXkupaeMoi BB xenaTenbHoO BO3fiepXXaTbCsl OT BEHENYHKLUA (TONbKO ANns
AnarHocTtuku BB), ot6opa 06pa3L/oB KanunnspHoOi KpoBU U APYTrUX UHBa3UBHbLIX MaHUNYNAUMIA. [5,
10]

YpoBeHb y6eomuTenbHOCTN peKoMeHpauni B (ypoBeHb LOCTOBEPHOCTM goKasaTenbcts — Il1).

KoMMeHTapun: NfeHeTUYeckuni puck HacnenosaHusa 6onesHn BunnebpaHaa coctaBnseT 50%
He3aBMCMMO OT norna nnopfa. Nockonbky BB B 60MbWINHCTBE Clly4YaeB HacneQyeTcs No ayToCOMHO-
OOMUHaHTHOMY TuMy, 3aboneBaHe MOryT Hacne[oBaTh AeT 060omx Nonos. TeM He MeHee,
[0poJoBYyio AMarHoCcTuKy BB 06bIYHO HEe NPOBOAAT, MOCKOMbKY PUCK PasBUTUS KPOBOTEYEHUN

Y HOBOPOXOEHHbIX B 60NbLNHCTBE cny4yaeB HEBEJUK.



Tarkenyto dopMy (Tvn 3) BB MOXKHO AMarHoOCTUPOBAaTbL CPasy Xe Nocne poXxaeHnsa no obpasuy
NynoBWHHOM KPOBU, ogHaKo 6onee nerkue dopmel BB guarHocTnpoBaTh y HOBOPOXAEHHOIO
NPaKTUYECKN HEBO3MOXHO, MOCKO/bKY NOC/e poXAeHUs KoHueHTpauusa VWF 3HaumuTenbHO
noBbllwaeTca. HopManbHbIN pe3ynbsTaT TecTa MOXXET MackupoBaTh Nnerkyo popmy BB. MNoaTomy

obcnepoBaHme pebeHka cnepyeT OTNOXUTb Ha HECKObKO MECSILLEB.

MpoBepeHue NabopaTopHbIX UCCef0BaHM

JlabopaTopHble aHann3bl exaT B OCHOBE AMarHOCTUKU U KOHTPONSA Yy nauneHToB ¢ BB. TpeboBaHusa
K YCNOBUSAM N TEXHMKE O0TOOpa 06pa3LLOB M BbINONHEHUSA NCCNEA0BAHMIA HE OTNINYAIOTCS OT
CTaHOapTHbIX. Ba)kHbIM acnekToM nabopaTopHbIX UCCNefoBaHNN SBNAETCS yYacTue B cUCTEME
KOHTponsa kayecTsa. MNpun gnarHoctnke BB onTvManbHO y4acTBOBaTb HE TOJIbKO B FOCY0apCTBEHHON,
HO 1 B MeXAYHapOL4HOW CUCTEME KOHTPONSA KayecTBa 1abopaTopHbIX UCCefoBaHWn, OXBaTbiBaloLWEN

OCHOBHbI€ Koarynonormyeckme napaMeTpbl.

BakuuHauus

MauuneHTbl ¢ BB MoryT 6bITb BaKLIMHMPOBaHbl. OCO6EHHO Ba)KHO NpoBefeHue BakLMHaLum oT
renatuTa B. Mpu BakuMHauumM npegnovTeHne oTaaeTcs opasibHOMY UM NOAKOXXHOMY BBEEHUIO
npenapara, o CpaBHEHUIO C BHY TPUMbILLEYHBIM UM BHYTPUKOXKHbIM. ECnin gns aaHHOM BaKLMHbI
AOCTYMNEH TONbKO BHYTPUMBILLEYHBIN NYTb BBEAEHUS, HE06X0AMMa 3aMecTUTeNbHas Tepanus ans
npefoTBpalLeHns pa3BUTUSA reMaToMbl. B 3TOM cnyyae Heo6xoaUMO NPOBOAUTbL 3aMECTUTENbHYIO
Tepanuio 3a 1— 2 aHs o U Yepes 1 — 2 gHA nocne BakuuMHauum. Henb3s npoBoauTbh BakLMHALMUIO BO
BpeMsl KPOBOTEYEHMUS.

HexenatenbHaa MegMKkaMeHTO3Has Tepanwusa.

MauneHTaM c BB HexenaTenbHO NPUMeHeHe NpenapaTos, yxygwatowmx GyHKLUIo TPOMOoLMTOB
W CBepTbIBaHUSA KPOBU. NpUMeEHeHMe Takux npenapaToB MOXET NPUBECTU K Pa3BUTUIO TAXKENbIX
KPOBOTEYEHWNI, KOTOPbIE HE KOHTPONMPYIOTCS BBEAEHMEM KOHLEHTPaTOB GaKTOPOB CBEPThIBAHUA
KpoBu. OQHaKo pasBUBLLUMNCA TPOMBO3 MOXET NoTpeboBaTh NPUMEHEHUS aHTUKOAryNsaHTOB.
[MpennoyTeHne Hago oTAaBaTh NpenapaTtaM KPaTKOBPEMEHHOIO AencTBmA. Kaxkablin pa3 Heob6xoanmMo
aHann3npoBaTb COOTHOLLIEHWE MOJb3bl U PUCKa OT MPUMEHEHNSA aHTUKOarynaHToOB 1 ge3arperaHToB.

O6y4yeHune NauneHTOB U YIIEHOB UX CEMEN.

O6y4yeHue NaLneHTOB 1 YIeHOB UX ceMeln — HeobXoanMoe ycnoBue obecrnevyeHns ageKkBaTHoOM
nomotm 6onbHbIM BB. O6y4eHne HaunHaeTCa cpa3sy noce yCTaHOBMIEHWS AnarHo3a v NpPoBOAMTCS Ha
NMOCTOSIHHOW OCHOBE Bpa4YaMu U MeOULIMHCKUMWN CECTPaMU LLEHTPa, B KOTOPOM HabniofaeTcs NauneHT.
O6yyeHre NPOBOOMTCA MHANBUAYANBHO MPY MOCELLEHNN LeHTPa 1 B paMKax NaLNeHTCKOM LKOSbI.

OCHOBHbIE HanpaBeHNs 06y4YeHUs NaLmMeHTa N YIEHOB ero ceMbU: YTo Takoe bB, ocob6eHHOCTU
neten, ctpagawowmx bB, HaBbIKM OLEHKM COCTOAHMA pebeHKa, HaBblKW OLLEHKW CUMITOMOB,
XapakTepa 1 TAXECTU KPOBOTEYEHUS, XPaHEHNE N NCMNOMb30BaHNE KOHLLEHTPaTOB GakTopoB
CBepTbIBaHMS KPOBW, MOKa3aHUSA 1 4,03bl 3aMECTUTENBHON Tepanun, HaBblKM NPOBEAEHNSA NHPY3UMU
B AOMALUHMX YCNOBMKSAX, YX0O[4 38 BEHAMM, MPUMEHEHNE OPYTrNX FEMOCTAaTUYECKMX NMPenapaTos,
Pur3myeckas akTMBHOCTb, MCUXONOrMyeckas n coumnanbHasa agantaumns, npodeccrnoHanbHas

OopueHTauund, npngnyeckme acrnekTbl.

MoMumo BpaquI n mMepncectTep K OﬁyquVI}O MaLuneHToOB M YNEHOB UX CEMEN HEOBXOANMO npueneKkaTb
NMCUXONOroB, OPUCTOB U Y1IEHOB OOLWECTBEHHbIX OpraHu3auun, NPeacTaBnAloWNX MHTEPeChl 60MbHbIX
C HapyweHUnaMm ceepTbiBaHUA KPOBU.

7. OpraHusauusa MeaULMHCKOM NoMoLLK

Bcex naumeHToB ¢ BB peKoMeHOoBaHO perncTpmpoBaTh 1 HabnhaTh B cneunanm3mpoBaHHOM
LeHTpe (NO BO3MOXHOCTK). [lomkHa 6bITb KPYrNOCYyTOYHas BO3MOXHOCTb KOHTaKTa C FeEMaTo/IoroM,



MMEeLWMM ONbIT NevyeHna nauneHToB C HapyleHnaMm remocTasa.

lapaHTpoBaHHOe 6ecnepeboiHoe obecnedeHne KoHueHTpatamu QCKVII+VWF**/OCKVIII**,
cogepxawmit VWF, y nauneHToB ¢ BB, 06y4eHne NnpMMeHEHMIO 3TUX NpenapaToB Y1IEHOB CEMbU
naumeHToB ¢ BB fiBNsieTCcs NpUopuUTETOM B OpraHM3aL My nomMoLLm naumeHTam ¢ bB.

MokasaHus gns NnaHoBoW rocnuTanusaumm:
- nyaHoBoOe onepaTuBHoe Jie4yeHue.
MokasaHusa ans SKCTpeHHOﬁ rocnutTanusauuu:

* XU3HeyrpoxallLiee KpoBoTevyeHune,;

e MnpoBepgeHne 3KCTPeHHOro onepaTnBHOro BMelWaTenbCTBa.

[MokasaHuA K BbINUCKe NauveHTa U3 ctaumoHapa:

e MOJIHaA OCTaHOBKa KpoBOoTe4YeHna

KpuTepun oueHKn KayecTBa MeAMLNHCKOW NOMOLLU

N Kputepuu kavectBa YpoBeHb YpoBeHb
[0CTOBEPHOCTH ybeautenbHocTn
[0Ka3aTeNbCTB pekoMeHpauumn

1 BbINosIHEH OCMOTP BPaYoM-reMaToniorom 11 B

2 [MpoBepneHo nccneposaHme obLWero aHann3a KPoBu 11 B

C onpepeneHveM KonmyecTsa TPOMO0OLMTOB

3 BbinonHeHa KoarynorpaMma (akTMBMpPOBaHHOE YacTUYHOe 11 B
TpoMbonnacTMHOBOE BPeMS, MPOTPOMBUHOBOE BpeMS,
TPOMBUHOBOE BpeMS, KOHLeHTpauma ¢ubpuHoreHa (no
Knayccy) n nogcyet konmuyectsa TPOMOOLNTOB)

4 BbinonHeHo onpegeneHne akTMBHOCTU GpaKToOpOB 11 Cc
ceepTbiBaHMs kposu: VWF, FVIII

5 BbinonHeHa MonekynapHo-reHeTuyeckasn guarHocTuka 1 A
HapyweHun VWF

6 lMpoBeneHa 3aMecTUTeNbHada Tepannsa KOHUeHTpaTaMu 11 B
$paKTOpOB CBEPTbIBAHNSA KPOBU B COOTBETCTBUM
C BbIABIEHHBIM OePULMTOM (MPU OTCYTCTBUK
NPOTUBOMNOKa3aHM)

7 JOCTUrHYTO NOBbIWEHNE aKTUBHOCTU AEPULNTHBIX 11 Cc
$paKTOpOB CBEPTbIBAHNSA KPOBU (NPU AMHaMUYECKOM
KOHTpONe NpoBOAMMON Tepanumn)

8 JOCTUrHyTa NONOXUTENbHaa AUHaMUKa KITMHUYECKUX \Y D
NPOSIBNEHNIN reMopparmMyeckoro CMHApoMa y naumeHTa
B TeYeHue 24 YyacoB OT Hayana Tepanuun

9 JOCTUIHYTO KNMHUYECKOEe yny4lleHne COCTOAHUS \% D
naumeHTa
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MpunoxeHne Al

COCTAB PABOYEW MPYMMbl

1. 3o3yna Hagexxga MiBaHOBHa, O.M.H., Bpay-reMaTtoror, 3aB. otTaenoM koarynonatmn ®rey «HMUL,
remaTonormm» MmHagpasa Poccuu, HaunMoHanbHoe remMaTtosniormyeckoe obLecTso, r. Mocksa.

2. KymckoBa Mapusa AnekceeBHa, Bpay-reMatonor otgena koarynonatui ®rbyY «HMULL
rematonorum» MmHagpasa Poccuu, HauMOHanbHOe reMaTonornyeckoe obuwecTso, . MockBa.



3. CeupuH MNaBen Bsayecnasosuu, Bpayd-rematonor NrbY3 Mopozosckon ANKB 03M r. MockBbl,
accuUCTeHT kKadenpbl OHKOMOrMK 1 Ny4eBon Tepanuun negunatpudeckoro dakynsreta F6OY BMO
PHUMY um. H.U. NMuporosa, HauMoHanbHoe obLWweCcTBO OETCKUX reMaToNoroB 1 OHKONOros, . MockBa.

4. MamMaeB AHApen Hukonaesuy, 4.M.H., CTapLUMi Hay4YHbIN COTPYOHWK AnTarickoro dmunmnana ®rby
«HMWL, rematonorun» MuHagpasa Poccun, HauMoHanbHOe remMaToniormyeckoe obLwecTBo, I.
BapHayn.

KOH®NUKT nHTEpecos: HET

MpunoxeHne A2

METOLOJIOMNA PABPABOTKU KITMHUYECKUX PEKOMEHOALUIA
LleneBas ayautopusi — Bpaum:
- Bpaun-rematonoru
e Bpaun-neguatpesl
e Bpaun-tepaneBTbl
¢ Bpaun-xupypru
e Bpaun-ctomaTtonoru
e Bpauun-otonapuHronoru

o Bpauun-opTonenbli-TpaBMaTonoru

MeToppbl, UCMoMb30oBaHHbIe A5 c6opa/cenekummn oKas3aTenbeTs:

o [louck ny6nvkaunin B CNeLnanmampoBaHHbIX NEPUOANYECKMX MeYaTHbIX U3AaHUAX C UMMaKT-
dakTopom > 0,3.

o [OUCK B 3NEKTPOHHbIX 6a3ax AaHHbIX.
Ba3sbl gaHHbIX, UCMONb30BaHHbIX A1 c6opa/cenekunn aooKkas3aTenbCTB:

[lokasaTtenbHou 6a30i1 Ans peKkoMeHpaumMn SBnsioTcs Nyénukauum, Boweplumne B 6a3bl faHHbIX
PUBMED, MEDLINE, KokpaHoBckoi 6u6nuoteku. Mouck nposoguscs Ha rnybuHy 6onee 10 ner.

MeToabl, NCNONb30BaHHbIE AN aHann3a AoKas3aTeslbCTB:

] 0630pr MeTa-aHallIn30B, PaHOOMU3NPOBaHHbLIX MPOCNEKTUBHbBIX KOHTPOJTMPYEMbIX NepeKpPeCTHbIX
KNMMHUYECKUX nccnenoBaHum.

e 0630pbl ONYGANKOBAHHbIX UCCNIEQOBaHNI CNyYai-KOHTPOSb UM KOFOPTHbLIX UCCNELoBaHMNA.

¢ CuctemMaTtmnyeckme o630pbl ¢ Tabnmuamm gokKasaTenbCTB.

MeTopabl, MICNONb30BaHHbIe A5 KauecTBa U CUibl OKa3aTeNbCTB:
- KOHCeHcyC aKCnepToB;

- OueHKa 3Ha4YMMOCTM A0Ka3aTeNbCTB B COOTBETCTBMM C PENTUHIOBOI CUCTEMOM Y6eanTenbHOCTH
[okasatenbcTB (npunoxexHue M1).

MeTogonorusa pa3paboTku pekoMeHaaummn:

OnucaHve MeTOAMKN aHaNM3a AoKasaTeNbCTB U pa3paboTKu pekoMeHpauni

[Mpu oT6ope nybnukaunm, Kak noTeHUnanbHbIX NICTOYHMKOB [OKa3aTeNnbCTB, MCMNOoIb30BaHHas
B Ka)XOOM 1ccnegoBaHny METOO0M0rMs JOMKHa 6bITb N3yyYeHa g Toro, Ytobbl y6eanTbes

B COOTBETCTBUM €€ NMPUHLMNaM goKasaTeNbHOM MeanLUnHbl. PesynbtaT nayyeHms BAMsSeT Ha YPOBEHb



[0Ka3aTeNbHOCTHW, NpUcBanBaeMbIn Nyb6nMKaLnm, YTO B CBOIO OUepenb BIMAET Ha CUMY BbITEKAIOLLNX

N3 Hee peKoMeHpaLni.

MeToponoruyeckoe usyyeHue pokKycupyeTcsl Ha 0CO6eHHOCTAX Au3aiiHa UccnenoBaHuUs, KOTopble
OKasbliBaJi1 CcyllecTBeHHOe BJiusHMe Ha Ka4yeCTBO pe3ynbTaToOB U BbiIBOOOB.

C uernblo UCKIIOYEHUS BIIUSIHUA Cyﬁ'beKTMBHbIX ¢aKTopOoB Ka)xaoe uccnenosaHue oLeHUBaeTcs, Kak
MWHUMYM, OBYMSl HE3aBMCUMMbIMU YIeHaMU aBTOPCKOro KosyieKTuea. Pasnuuus B oLeHKe
o6cyXXpaaloTcsl Ha coBellaHusaX paboyei rpynnbl aBTOPCKOro KOMNIEKTUBA AaHHbIX peKOMeHaaLui.

Ha ocHoBaHWM aHanM3a gokasaTenbCcTB pa3paboTaHbl pa3aerbl KNMHUYECKUX PeKOMEeHaaLui
C OLLeHKO CUIbl B COOTBETCTBUM C PEMTUHIOBOM CMCTEMOW rpafaLmii [okasaTeNlbHOCTH
pekoMeHaauuin (npunoxeHue M2),

MeTofbl, UCMOSIb30BaHHbIE AJ1si OPMYNNMPOBAHNA PEKOMEHAALMIA:

¢ KOHCeHcyc aKcnepToB.

o OueHKa 3HaYMMOCTU PEKOMEHAALNIN B COOTBETCTBMU C PENTUHIOBOM CXEMOW OKa3aTeNbCTB
(MpunoxeHnwns N1, N2).

MeToponorusi Banvan3saunm pekoMeHpauui:
MeTopabl Banuausauum peKoMeHpaLmii:

- BHeluHsIs aKcnepTHas oLeHKa.

- BHyTpeHHAA aKcnepTHas oLeHKa.

OnvcaHne MeToaMKM Bannansaunm pekoMeHpaunii:

PekoMeHzauuMmn B NpefBapuTeNbHOM BEPCUN PELLEH3UNPYIOTCA HE3aBUCUMbIMU 3KCMEepTaMm, KOTOPbIX
NPOCAT MPOKOMMEHTUPOBATb, HACKObKO KaYeCTBEHHO MHTEPMNPETUPOBAaHbI lOKa3aTebCTBa

N pa3paboTaHbl peKoMeHaaLmMmn. Tak)Ke NPOBOANTCS SKCNEPTHAs OLLEHKA CTUS N3MOXKEHUS
peKoMeHpauNin N UX [OCTYNHOCTU ANS MOHUMaHMS.

[MpenBapuTenbHblie BEpcumn peKOMeH,D,aLI,I/Iﬁ npencrtaBnAaAlTCA ona OGCV)KJJ,eHI/IH Ha Hay4HbIX
reMaTonornyecknx KoHpepeHunsx HaunoHanbHOro reMaTonorm4eckoro obuiectea
1 HaunoHaneHoOro obuecTtBa ETCKMX reMaTofioroB U OHKOJSIOroB, BeayLMMm crneumanmctamMmm

npodunbHbIX DepepanbHbiX LEHTPOB PO 1 NpakTUYECKUMN BpadyaMu.

M3yyaloTc KOMMEHTapMM CO CTOPOHbI Bpayeli-reMaTosioroB am6ynaTopHOro U cTalMoHapHOro
3TanoB B OTHOLUEHNN OXOAUYNMBOCTU U UX OLEHKM Ba)HOCTU peKoMeHdaL M Kak paboyero

MHCTPYMEHTa NOBCEOHEBHOMN NPAKTUKMU.

3aMeyaHnsa 1 KOMMEHTapWUK, NOyYEHHbIE OT 3KCNEPTOB, TLLATENBHO CUCTEMATUINPYIOTCA
1 06CyXAalnTCA aBTOPCKUM KONNEKTUBOM. [1py HEO6XOAUMOCTN NPOBOAUTCA BHECEHNE U3MEHEHUI

W OOMOSIHEHWUN B TEKCT peKOMeH,D,aLI,VIVI.
OKOHuaTesnbHas pepakuua:

[ns oKoHYaTeNnbHOI pefakLMu U KOHTPOA KayecTBa peKoOMeHaaLumM NoBTOPHO aHanua3upyioTcs
uneHamm pa6oueit rpynnbl, Aisi NOATBEP)XXAEHUS TOrO, UTO BCE CYLLECTBeHHble 3aMevyaHusi

M KOMMEHTapUK 3KCNepPTOB NPUHATLI BO BHUMaHWe, PUCK CUCTEMATUYEeCKUX OLUIMGOK Npu pa3paboTke
cBefieH K MUHUMYMY.

OKOHuYaTeNnbHas pepgakumusa KIIMHUYECKUX peKoOMeHaaLuuii paccMaTpuBaeTcs U yTBEpPXXAAeTCs Ha
3acepaHum MpodunbHoi komuccum no femaronorumn, Pa6oyeit rpynnbl No paspaboTke KIMHUYECKUX
pekoMeHpauuii feMaTonornyeckoro Hay4yHoro LeHTpa u HaumMoHanbHoro o6uwectea geTckux
reMaTosioroB U OHKOJIOroB, U B 3aK/llo4YeHUe, Ha KOHrpecce (cbesfe, NineHyMe) reMaToNnormyeckux
obuecTs.



YpOBHM A0Ka3aTeNbHOCTU PEKOMEHI AL

(B COOTBETCTBMM CO LWKanamu, paspaboTaHHbIMM AMEepPUKaHCKNM O6LLECTBOM KNMHUYECKON
oHkonorun (ASCO) n EBponencknm obLwecTsoM MeguunHCKom oHkonorum (ESMO)

MpunoxeHwne M1

YpoBeHb Tvn nokasaTeNbHOCTU
[l0Ka3aTeNbHOCTH

| [lokasaTenbCcTBa NofyyeHbl B peaynbraTte MeTa-aHannsa 60/bLoro Yncna Xxopowo
CMNaHNPOBaHHbIX PaHLOMU3NPOBAHHbIX UCCNENOBaHMIA. PaHOOMN3NPOBaHHbIE
nccnegoBaHUs € HU3KMM YPOBHEM NOXHOMO3UTUBHBIX Y TIOXKHOHEraTUBHbIX OLUMGOK.

I [okasaTenbCcTBa OCHOBaHbl Ha pe3ynbTatax He MeHee OfHOro XopoLo CrIaHNPOBaHHOIO
pPaHOOMU3NPOBAHHOMO UCCefoBaHUs. PaHOOMU3NPOBaHHbIE UCCEA0BaHUSA C BbICOKUM
YPOBHEM JTIOXKHOMO3UTUBHbIX N NNOXXHOHEraTUBHbIX ownbokK.

Il [lokasaTenbCcTBa OCHOBaHbI Ha pe3ynbTaTax, XOPOLUO CMIaHNPOBaHHbIX
HepaHLOMU3MPOBaHHbIX UCCNEfoBaHNi. KOHTponMpyeMble ccnefoBaHusi C OgHOM
rpynnon NauneHToB, NCCNEefOBaHUSA C FPYNNOM MCTOPUYECKOro KOHTPOSA U T.4.

v [okasaTenbcTBa NonyyeHbl B pesynbraTte HepaH4oMU3npPoBaHHbIX nccnepoBaHuin.
HenpsaMble cpaBHUTENbHbIE, ONUCATENbHO KOPPENSALUMOHHbIE NCCNeoBaHNs

nunccnenoBaHUAa KNMHNYECKUX cnyyaes.

\% [okasaTenbCcTBa OCHOBaHbl Ha KIIMHUYECKUX CyYasax n npuMepax.

MpunoxeHune N2

CTEMEHb U TPAQALMN NOKASATEIbHOCTU PEKOMEHOALUA

CrteneHb papauns

A [oka3aTenbcTBO | YPOBHSA UK YCTOMUYUBbBIE MHOFOYMCAEHHbIE faHHble I, 11l unu IV ypoBHSA
[OKasaTenbHOCTN

B DokaszatenscTtsa ll, [l unu IV ypoBHS, cuntatomecs B LLe/IOM YCTONUYMBLIMU AaHHbIMU

C [okasatenscTsa ll, Il1, IV ypoBHS, HO AaHHbIE B LLEeNIOM HeyCTONYMnBbIE

D Cnabble Ui HecucTeMaTuveckume amMnmpuyeckmne gokasaTenbcrea

MopspoK 06HOBNEHUSA KNIMHNYECKNX PEKOMEHO AL,

MexaHn3M 06HOBMEHUSA KITIMHUYECKNX peKoOMeHOaUnn npegycMaTpuBaeT nxX cCUcTeMaTUYeCcKylo
aKTyanusaumio — He pexe YeM oguH pa3 B TpW rofda nnun npu nosiBfieHnn HoBom nHdopmMaumm

O TaKTUKe BeeHUs NauneHToB C JaHHbIM 3aboneBaHneM. PeweHne 06 o6HoOBNEHUU NpuHMMaeT M3
P® Ha ocHOBe npepnioXXeHun, NpeacTaBNeHHbIX MEOULMHCKUMU HEKOMMEPYECKNMM
npodeccuoHanbHbIMU opraHusaumaMm. CHopMmMpoBaHHbIE NPEANOXEHNSA OONMXKHbI YYNTbIBaTb
pesynbTaTbl KOMMEKCHOM OLLEHKM NEKAPCTBEHHbIX NPenapaTos, MeOUUMHCKUX U3OENUN, a TaKXe
pesynbTaTbl KIIMHMYECKOM anpobaumn.

Mpunoxexune A3

CBA3AHHbIE OOKYMEHTbI

Her.

MpunoxeHne b

AJNMTOPUTMbI BEOEHUA NMALMEHTA
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TIpodmrarTHaec
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Ha Donesws
Bunnebpaaa
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DuarsocTvea

MpogomkeHue
AMErHOCTHYECKOTD
NOWCKA B PamMKaXx
IPYTMX BOSMOXHBIX

Lwarvos noaTeeprAcH?

3abonesaHui
3amecTuTensHaA
Tepanua
mHlésHTPaTarm
AIFIX
V'Ipm#:unesz:{:m‘uecmm Na Bonee 4 anwa08 3amecTUTenEHaR
3AMECTUTENBHOI KpoBOTEueHIA B ron? Te,E HQSSTQSEES;W
Tepanuu P
WWT/repanua o flusanmankos
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TEPANUA NPEnapaTamMi EcTs OTEET Ka Tepaniw ;‘;ﬁgﬁfggﬁ;ﬁ‘;‘;‘;‘;ﬂ?
LUyHTHPYHOW|ero yepes 6-12 mecAyee? BVIINFIX Mo DEKTY
AeicTenA KPOBOTEUSHUA

[oCTUrHYTA MMMYHHAA
TONEPaHTHOC T ?

MpobunakTuka Tepanua npenapatamu
KOHUEHTPaTaMM WyHTHpYHoLYero
AINFIX AehcTeMA
T

OucnancepHos
Habnwogerne

MpunoxeHue B



NMHOOPMALNMA ONd NALMEHTOB
LleHTpbl No neyvyeHuto naumeHToB ¢ bB:

- OrbyY «HMUL, rematonorum» MuHsapasa Poccuu, otaen koarynonatuin. HoBblil 3bIKOBCKUIA
npoesn, A. 4, r. Mockea, 125167. Ten +7 (495) 612 29 12.

- F'BY3 Mopo3sosckas ArKb A3M, r. MockBa, reMatonormyeckoe otgeneHue. 4-biii [Jo6pbIHUHCKUIA
nep., a.1/9, r. MockBa, 119049. Ten. +7 (499) 236 15 87.

- Flopopackoi LeHTp no neyveHuio remogpunum CMe6. NbY3 «fopoackas nonuknuHuka N2 37». lopoxoBast
yn., a. 6, r. CaHkT-MNeTep6ypr, 191186. Ten. +7 (812) 315 48 71.

 HWW remaTonorum n TpaHcoyasmnonorun. 2-as Cosetckada yn., g. 16, r. CaHkT-lNeTepbypr, 191186.
Ten. +7 (812) 274 56 50.

o OI'BY KnpoBckuin Hay4yHo-nUccnenoBaTenbCKUM MHCTUTYT FreMaToNornm n NepennBaHng KPoBu.
KpacHoapMenckas yn., 4. 72, r. Knpos, 610027. Ten. +7 (8332) 67 9197

o Antanckun dunuan Orey «HMUL rematonornn» MmnHsgpasa Poccumn. KpaeBon LLEHTP naTonormm
reMocTtasa. Jlanungesckoro yn., a. 1, r. bapHayn, 656024. Ten. +7 (3852) 68 98 80.

NMPOTOKON
reMocTaTM4ecKon Tepanumn KoHLeHTpaTaMu ¢paKkTopoB
CBepTbiBaHUS KPOBU 3a 200 ropa
®.N.0. 6onbHOro
Bec (Kr)
[aTta poxaeHus Ten. OnarHos
N2 n\n Jata XapakTtep Jata HanmeHoBaHue M.E. KnunHnyeckui Moanuck
1 BpeMmsi obocTpeHus U BpeMs npenapara tdakTopa  3pdekT (BpeMs 6onbHOrO
obocTpeHus BBefEeHUs HacTynneHus
KOHLIEHTpaTa yNyuLleHus
u ero
NposiBNEHNs —
yMeHblL. 6o,
obbema
KPOBOU3NUAHUSA
nnap.)
1. 01.01.01 remMapTpo3s 01.01.01 500 15.45
npas. 15.00 YMeHblUeHne
NTOKTEBOro 6onun
cycTaBa
2.

PacueT fo3bl KOHUEHTpaTa, HeobxoaMMoii AN BBeLEeHUS:
OcTpble reMapTpo3bl: 1 cyctas - 20 ME\Kr Macchl Tena

2 u 6onee cyctaBoB - 30 M.e.\KI Macchbl Tena
FemaToMbl He6onbLWKX pa3MepoB: 20 ME.\Kr Macchl Tena

3a6piolmnHHbIe reMaToMbl: 40 ME\Kr Macchl Tena

**Moanucb nevawero Bpada**



**Mlognuck naumeHTa**
BHMMAHWE!

BBoouTb KOHUEHTpPaThl PaKTOPOB CBEPThIBAHNA KPOBU HeobXxoAnMo B CaMOM Havarne
KPOBOU3NUAHUS!

[na KOHCynbTauMn 3BOHUTL MO TeN. (KpyrnocyTo4HO)

lMaMaTKa ana nauneHToB

Y naumneHToB ¢ 6onesHblo BunnebpaHpa (BB) 6biBaloT BHYTPEHHME U HAPYXXHbIE KPOBOTEUYEHUS.
MHorouncneHHble KPOBOTEYEHMSA B OOHOM 1 TOM Xe CycTaBe MOryT MPUBECTU K €r0 MOBPEXAEHNIO

1 60neBbIM oLWYyLLEHNAM. [oBTOPSAOLWMECH KPOBOTEYEHUS MOTYT Bbi3BaTb Apyrue 3abonesaHuns,
Takue, Kak apTpuT, NPU KOTOPOM 3aTpyaHAeTcs Xogbba Unn BbINOSIHEHME APYIUX MPOCTbIX AENCTBUN.

BHyTpucycTaBHble, BHYTPUMBbILWEYHbIE KPOBOTEYEHUS MPOUCXOOAT Yalle BCero B yKa3aHHbIX 30HaX.
Kak nevat naymeHToB c b6B?

B HacToswwee BpeMs neyeHne BB BecbMa adpdekTnBHO. HepgocTtatowme pakTopbl CBEPTbIBAHUA KPOBU
VIl n dpakTop BunnebpaHga BBOOMTCA NyTEM MHbeEKUUU. Korga ocTaTouHbin 06beM pakTopa

CBepTbIBaHUS KPOBW OOCTUraeT NOBPEXAEHHOMO MecTa, KpOBOTEYEHWE NpeKpaLLaeTcs.
JleunTe KpoBoTeUyeHme 6bicTpo!

HeszaMepnutenbHoe nevyeHne noMoXeT YMeHbLUTb 60b U NOBPEXAEHNE CYCTAaBOB, MbILIL, U OPraHoB.
Mpu He3aMeaNUTENbHOM fledeHMM AN OCTaHOBKM KPOBOTEYEHWUSI MOHAZo0bMTCA MeHblue dpakTopa
CBEepTbIBaHUA KPOBMU.

Ecnn coMHeBaeTech — neunte!

Ecnn BaM kaxkeTtcs, uTto y Bac Hayanocb KpoBOTeYeHue, NneynTe ero ga)ke B TOM cinyyae, korga Bbl
B 3TOM He yBepeHbl. Hnkorga He XXanTe, noka cycTtaB BOCMaNUTCA, ONYXHET U CTaHeT 6onetb. He
,u,yMa17|Te O TOM, YTO JIEYEHNE MOXKET ObITb «HaMNPaCHbIM».

PagukanbHoro cpencTtea oT BB rnoka HeT, HO npuv ne4eHnmn nNnaunmeHTbl MOryT BeCTu 3,D,OpOBbIIZ o6paa

XU3HWN.

Bes neyeHunsa nauneHTam c TsHxkenon ¢opmon 1 3 TUNom BB MoXeT 6bITb TPYAHO PErynsapHoO XoanTb
B LUKOMY UMK Ha paboTy. OHM MOTYT CTaTb GU3NYECKU HEMONHOLLEHHBIMU, Y HUX MOMYT BO3HUKATb
npo6nembl Npu xoabbe nnu Opyrux NPOCTbIX AENCTBUAX, IMO0 OHM MOTYT YMepeTb B PaHHEM

BO3pacTe.
Korpa cnepnyet npuberaTb K Te4eHno?

JleueHune TpebyeTcs B cnefylowmnx cnyyaax:
. npu BHYTPUCYCTaBHOM KPOBOTEYEHUN;
. NPV BHYTPUMBbILLEYHOM KPOBOTEYEHUN, OCOBEHHO B 06/1aCTU PYK U HOT;
. NPV paHeHUsX Wwewn, pTa, A3blka, nuua Unv rnas;
. NPV CUMbHBIX YWKNGaxX rofioBbl U HEOObLIYHOM rofIoBHON 601K;
. NPV 06UITbHbBIX U MOCTOAHHBIX KPOBOTEYEHUSAX B NTIO6OM MecCTe;
. npw cunbHOM 60NK UM onyxaHuu Noboro MecTa;
. npw MobbIX OTKPBITLIX paHax, KoTopble TpebyeTcs 3alwmBaThb;

* rocne No6oro HeCYaCTHOrO Crlyyas, B pesynbTaTte KOTOPOro MOXET BOSHUKHYTb KPOBOTEUEHME.

NeveHue TpebyeTcs nepen;:



* XMpPYpPruyeckom onepaumnen, BKaovas CTOMaToNOrM4YeCcKylo;

e NENCTBUSAMMU, KOTOpble MOT'yT Bbi3BaTb KpOBOTEYEHUE.

Korpa neveHune, BO3MOXHO, He TpebyeTca?

Y pneten ¢ BB yacTo 6biBaloT HEGOMbLUME CCaAUHbI, HO O6bIYHO OHM He omnacHbl. OOHaKO ccaguHbl Ha
rofsloBe MoryT MMeTb 6onee TaXefnble NocnencTBnsl, NO3TOMY UX OOMKHbI OCMOTPETL MeacecTpa nnun
Bpay — cneunanncTbl B obnacTtu bB.

Hebonblume nopesbl 1 LapanuHbl 6yoyT KPOBOTOUNTb CTONLKO YK€ BPEMEHU, CKOMbKO Y 300POBOro
yenoBeka. O6bI4YHO OHUM HE OMacHbI.

ny6okune nopesbl YacTo (HO He Bcerga) 6yayT KPOBOTOUNTbL Aosblie 06bl4HOro. Kak npasuno,

KpoBoTevYeHne MOXXHO OCTaHOBUTb, 3a>XaB paHy.

HocoBoe kpoBoTeyeHune 06bIYHO MOXHO OCTaHOBUTb, €CNIN Ha NATb MWHYT 3a)kaTb HOC. [Mpu cUNbHOM

O/INTENbHOM KPOBOTEYEHUM crienyeT o6paTUTbCH K Bpaudy.
YTO penaTb, ecnu Havyanocb KpoBoTeyeHne?

BB — 370 3a60eBaHMe Ha BCIO XXW13Hb, U B HAcTOALLee BPEMSA ero U3N1e4nTb NoKa HEBO3MOXHO.
OpnHaKo Tenepsb, Koraa pa3BrvBaeTCd CMCTEMa BCECTOPOHHEN MOMOLLM NauueHTaM ¢ BB 1 BO3MOXHO
obecreyeHmne npenapaTamu, CogepaliMm HefocTalolme Npy aHHOM 3aboneBaHnn GakTopsl
CBEepTbIBaHMSA KPOBM, A5 NauneHToB ¢ BB OTKpbIBAETCSA BO3MOXHOCTb AaXe Mpu TAXKENOoN CTeneHm

3aboneBaHUs cOEPXKMBaTb KPOBOTOUYMBOCTb.
Korga HeobxogoMMo HeMe[ieHHO obpallaTbeca K Bpady?

o [locne ynapa B rofioBy v Opyrux TpasBM rofioBbl, NN KOrga HEMOHATHbI MPUYKHbI
NPOJOMKNTENBHOM FONOBHOW 60N UMW TOLWHOTLI U PBOTHI.

¢ VIHTEHCMBHOE KPOBOTEYEHNE, KOTOPOE HEBO3MOXXHO OCTaHOBUTb 6e3 cneumanbHOM NOMOLLM NN
KOTOpOe BO30OHOB/AETCA faXke nocsie okasaHus FIepBOIZ rnomMmouwun.

o Korpa nosiBnsieTcs KpoBb B MOYE UK Kare.
o Korpa HenoHATHbI NpUYnHBI 601K B XXMBOTE.

o Korga kpoBoTeyeHune unm 60/b BO3HUKAIOT B 061acTu LWen.

Kakune KpoBoTeYEeHUA ABNAIOTCA CEPbE3HbIMU U CO3[al0T yrposy XKU3HN?

OCHOBHOW MPUYNHON CMepTHOCTU Npu BB, 0cOBeHHO Y AeTel, ABASIOTCSH KPOBOU3NUAHUSA B FONOBHOM
MO3r (06bI4HO B pe3yribTaTe TpaBMbl). TN KPOBOUITMAHUS MOTYT Bbl3BaTb MONIOBHYIO 60J/1b, TOLWHOTY,
PBOTY, BANOCTb, NOTEPIO OPUEHTALMUM U TOYHOCTU OBUXKEHWNI, CNaboCTb, CYAOPOru, NOTEPIO CO3HAHUS.

KpoBOU3nNusaHMA B ropaio MOryT 6biTb Bbl3BaHbI MH¢eKLI,MeVI, pPaHeHneM, MHbeKUMNAMU Npn nevyeHnm
3y6OB Unn xmpyprmnyecknM eMellaTesibCTBOM. KpoBOou3nMaHMA B ropno Bbi3biBalOT onyxaHue,

3aTpyoHeHne rmoTaHua U OblXaHuA.

,D,pyrme KPOBOU3NMNAHUA — B Mas3a, NO3BOHOYHUK M MOACHUYHYIO MbIWLYY — MOTI'yT 6bITb OYEHDb
Cepbe3HbIMU, HO OBbIYHO He YrpoXKatoT XU3HN.

Y10 Takoe MHrmMéuTopbl?

NHrnbutopsl — 310 aHTUTENa (6enku), BbipabaTbiBaeMble OPraHM3MOM LS TOro, YTo6bl M36aBUTHCS

OT BellLeCTB, NpencTtaBnAalnWnNXca eMy «MHOPOOHbIMU>».

B kpoBwu naumeHTa ¢ BB MoryT BbipabaTbiBaTbCA UHIMOBUTOPBI, CTPEMSALLMECS K YHUUTOXEHMIO
NHopopHoro 6enka B 1eye6HOM npenapate. Ecnn MHMMGUTOPLI CUnbHee, NeveHne B 06bl4HOM 06beMe
MOXET 0Ka3aTbCsi Mano3hdEKTUBHBIM.



MHrMbuTopbl BCTPEYaoTCs AOCTAaTOYHO peKo. Yalle Bcero nx o6Hapy>X1MBatoT y NaLMEHTOB
¢ Tshxenon ¢opmoi BB.

MpoBepaARTe HanMune MHIrMGUTOPOB Nepes onepaumnent, BKoYas CTOMaToNorMYecKy!to.
Mockl 4OMAaLLHEro neveHuns

[oMallHee nevyeHne — aTo NepennBaHne KOHUEeHTpaTa ¢hakTopa CBepTbiBaHUA BHe GONbHULbI. Bce
3anmncK o NeYeHnn crnefyeT CoOXpPaHaTb — BeAu OHEBHUK TpaHChy3ui.

[oMallHee neyeHne — aTo He TONbKO 6osbluas OTBETCTBEHHOCTb 3a NepeninBaHme, HO U YMeHne
nenatb CaMOMy — Be[lb Tbl CaM N1e4vunilb CBOU KPOBOTEYEHUA.

MauneHT ¢ BB 1 uneHbl ero cemMby pas3fnensaioT OTBETCTBEHHOCTb 3a 300POBbE MauueHTa

C MegUUMHCKNMN paboTHUKaMu. [loroBopuTe C reMaTonoroM npexane, YeM HayHeTe JoMallHee
nedyeHue. leMatonor pasbACHUT NpaBuiia LOMALUHEro neyeHuns, Hay4uUT npaBubHO onpenenaTb 003bl
KOHLeHTpaTa anga afexkBaTHOM Tepannn KpoBoTeYyeHnd, MeacecTpa NoMoXXeT oBlafaeTb MeTo40M
OOCTyna K BeHe U OObBACHUT TEXHUKY nepenuBaHund. XXenaTtesnbHo, 4YTOObI B CEMbE NauuneHTa ¢ bB
6bIN10 ABa YeNoBeKa, BNageowmx TEXHUKOM nepenneaHus (Bbl N KTO-TO U3 61'IVI3KVIX).

KTo MOXKeT HaxoauTbCHa Ha AOMaLUHeM nedvyeHnn? 3To Nogm ¢ Txenon ¢opmon 601e3Hu
BunnebpaHga. CnenyeT OTMETUTb, YTO OMALUHEE NIeYeHNE HE 3aMEHSAET KIIMHUYECKOTO.

MpenMyLLecTBa OOMALLIHErO IeYeHUs:

o JleyeHue KPOBOTEYEHMS HaUNHaeTCs BbICTPO, TO €CTb COXPAHSAIOTCSA CYyCTaBbl, 3TO 3a510r He
npeBpaTUTbLCA B MHBaNNaa.

o Pexe e3onTb B 60bHULLY.

o Ecnu 6bICTPO OCTaHOBUTb KPOBOTEUYEHME B MOPAXKEHHbIX CYyCTaBaX-MULLEHAX, TO HE MPUAETCS
TepneTb 60/b.

¢ He Hy>xHbl o6e3bonueatoLme.
e HeT nponycka 3aHATUM B LUKOME UK BbIXOfa Ha paboTy.
» YBenuumeaeTtcsa puamyeckas n coumanbHas akTUBHOCTb.

e CTaHOBUTECb HE3ABUCUMBIM.

OCHOBHble npasuna gna nauveHTos ¢ bB:

1. 1Ns OCTaHOBKM KPOBOTEUYEHUI HE0BX0AMMO cpasy NPUMeHsTb 3hdEeKTUBHbIE LO3bl MPEnapaTos.
Tepanusi HeQoCTaTOYHbIMM JO3aMM He NMO3BONIUT OCTAaHOBUTbL KPOBOTEUYEHUE, MPUBELET K noTepe
BPEMEHMU, HapacCTaHUIO FreMoppParMyeckoro CUHAPOMa U HEO60CHOBAaHHOMY PACcXofy AOPOroCTOSALLMX
npenapaTos.

2. MNpn NnpoBefeHNM OMALLIHEro NeYeHns BbiI6op Npenaparta nauneHToOM OOMKEH OCHOBbLIBATLCS Ha
pekoMeHpaumnsax nevawero spada v 6biTb 060CHOBaHHbLIM B COOTBETCTBUM C KIIMHUYECKOW CUTYyaumnen.

3. leMocTaTMYecKyto Tepanuio cneundruyeckumMmn npenapatamm (KOHLeHTpaTaMu hakTopoB
CBEepTbIBaHMSA KPOBM) HEOBXOAMMO HAUMHATbL KaK MOXHO paHblue (B MakCMMasibHO CXaTble CPOKM
HaACTONbKO HAaCKObKO 3TO BO3MOXHO, XeNaTellbHO B TeYeHMe NepBbiX 2-X YacoB Noc/ie NoyyeHus
TpaBMbl UM NOABNEHNS NEPBbIX CYGbEKTUBHbIX UM O6bEKTUBHbIX MPU3HAKOB KPOBOU3UAHUSA/
KPOBOTEUYEHMUST), MOSTOMY OCHOBaHMEM A1 Hayana Tepanum MOryT GblTb CYy6bEKTUBHbIE OLLYLLEHNS
naumeHTa unun ¢akT TpaBMbl. HE06X0OMMO CTPEMUTLCA OCTAHOBUTL KPOBOTEYEHME UMK
KPOBOU3MUAHNE [0 PA3BUTUS 3HAUYMMbIX KIIMHUYECKUX NPOSBAEHUIA. [py HaNnUYMM TpaBMbl NaLMEHT
LLOJKeH BbITb OCMOTPEH reMaTosIoroM B 06s3aTefIbHOM MopsiaKe.

4. [leyeHune Nerknx n CpeaHnx KPoBOTEUYEHMU I [LOMKHO NPOBOAUTLCS Ha AOMY NaLMEHTOM UMK ero
POOCTBEHHWKAaMM B COOTBETCTBUM C PEKOMEHOAUUAMN reMaTosniora. [pu pa3BuTUnN TAXENOro



KPOBOTEYEHUNSA Tepanusa AoMKHa 6bITb Ha4YaTa KakK MOXHO paHbLue (Ha AOMY) U NPOoAoKeHa Nnog,

HabnogeHneM remaTosora ctTaumMoHapHoO 1nn ambynaTopHo.

5. MaumeHTbl He JOMKHbI UCMOMb30BaTh NpenapaTbl, HapyLaLwme GyHKLNIO TPOMOOLUTOB
M yrHeTaloulme ceepTbiBaHMe KPOBKU, OCOBEHHO aLeTuncanmumnoByto kucnoty mn gp. HMNBIM (3a

NCKIIoYeHNEM HeKOTOpPbIX LLOMM-2).
6. CnenyeT nsberatb BHYTPUMbIWEYHbIX UHBEKLMIN 1 MYHKLUN apTEPUN.

7. CnepyeT NoowpATb PerynapHblie 3aHATUA GU3NYECKUMN YNIPaXXHEHUSAMU, CMOCOBCTBYIOLWNMI
Pa3BUTUIO MYCKYNaTYpbl, 3aLLUTE CYCTaBOB U YIyYLLIEHMIO PUBNYECKOrO COCTOAHMSA (HanpuMep,
neye6Has rTMMHacTUKa, NnaBaHNe, TEPPEHKYP).

8. MNaumeHTbl BOMKHbI n3beraTb CVITyaLI,I/IIZ, CBA3aHHbIX C BbICOKMM PUCKOM TpaBM, B TOM 4HuUcrne
3aHATUA KOHTaKTHbIMU BUOaMU eD,VIHOGOpCTB, Urp C Ta>xenbiM MA4YOM, 3aHATMN Ha CMOPTUBHbIX
CHapsapax, nT.4a.

MpunoxeHune I'

MpunoxeHune '’

JTABOPATOPHbIE KPUTEPUU TUMOB BONE3HW BUJITTIEBPAHOA

NccnepoBaHue Tun 6one3Hn BunnebpaHpa

1 2A 2B 2M 2N
KonuuecTtso N N /N N N
TpOM6OLMTOB
Bpems /N N
CBEpPTbIBaHUSA
AYTB /N /N /N /N /N
FVilI:C /N /N /N /N -
VWF:RCo - <20% - - N/
VWF:Ag - /N /N /N N/
VWF:CB /N - - /N N/
OTHoleHne >0,7 <0,7 <07 N/ >0,7
VWF:RCo /
VWF:Ag
RIPA /N /N MPU HU3KOM /N N
KOHLeHTpaLum
MynbTuMepsbl N/ OTcyTcTBUME Abs N N
VWF BbICOKOMOJEKY/APHBIX  BbICOKOMONEKYNAPHbIX
MynbTUMEpPOB MyNbTUMEPOB

Mpunoxenwne N2
LLikana oueHKM KPOBOTOUYMBOCTHM (Ha OCHOBE LUKarsbl OLEHKN KpoBoTo4nBocTn ISTH/SSC)
OaTa «» 20r.

ono

BospacTt ner

/N
<10%
<5%
<5%
<5%

BapunabenbH¢

OTcyTcTBYET

OTcyTCcTBYET



OwnarHos

AHTI/IaneFaHTHaﬂ/a HTUKOarynaHTHada tepanna

N2 n/ CumnToM 0

n

1 HocoBoe HeT/
KpoBoTeyeHue penko

2 KOoXHbIN HeT/
remMopparmyeckumm penko
CUMHOPOM

3 KpoBoTeueHne HeT/
npu nopesax, penko
nerkux TpaBMax

4 MblleYyHble HeT
reMaToMb

5 KpoBoTeueHune ns HeT
CNN3UCTbIX
nosnocTu pTa

6 XXenynouHo- HeT
KuweyHoe
KpoBoTeyeHue

7 lemaTypus HeT

- > 5 pas/ron

n/vinm

- X0Ts 6b1 1 13
anusonos gonblie 10
MUHYT

- OLHOBpPEMEHHOE
Hanuune > 5
3KXMMO30B Pa3MepoMm
6onee 1lcm

- BCcerfa cBsa3aHbl

C TpaBMoOM

->5Brogunm

- OJIUTENbHOCTbLIO
6onee 15 MUHYT nnu
- OTCPOYEHO
BO3HMKAlOT yepes 7 —
10 pHen nocne
TpaBMb

nocTtTpaBMaTnyeckune
He Tpebyiowme
neyeHus

ObiBaeT

He > 2 3nn3on0s.,
obcnepoBaHue He

- obpalyeHne
K Bpa4dy unm
- BbI30B 6puragsbl
CKOpPOW MOMOLLMU

- CMOHTaHHbIE, He
Tpebyiowmne
neyeHus

- obpaweHne

K Bpauy

obpallueHue
K Bpauvy

- CMOHTaHHbIE, He
TpebyioLime
neyeHus

- obpalleHne

K Bpauy

obpalleHue

K Bpauy

obpalleHue
K Bpauy

obpalleHue
K Bpauy

- TaMMNOHUpPOBaHWe
- NpwXuraHne

- npuem
TpaHeKcamMoBoOM
KUCNOThbI

- CMOHTaHHble
9KXMMO3bI,
ONINTENbHOCTbIO
6onee 14 gpHen unu
- npvem
TpaHeKcamMoBoOM
KUCNOThbI

XUPYPruyeckum
remMocTas

- XMpypruyeckoe
nevyeHvie unm

- npuem
TpaHeKcaMoBOM
KWUCNOTbI

- XMPYPruyecKkunm
reMocTas unu

- TpaHekcaMoBas
Kucnota

- XUpypruyecknn
reMocTas unu

- TpaHekcaMoBas
Kucnota

XUPYPruyeckmi
reMocTas

- TpaHchy3
KOMMOHEHT
KpoBu

- UHY3us
KOHLIEHTPa
pakTOopOB
cBepTbiBaH
KpoBu

- JecMorpe

- TpaHchy3
KOMMOHEHT
KpoBu

- NHPy3unsa
KOHLIeHTpa
dakTOopOB
cBepTbiBaH
KpoBu

- TpaHcohy3
KOMMOHEHT
KpoBu

- NHPYy3una
KOHLEeHTpa
dakTOpOB
cBepTbiBaH
KpoBu

- jecMorpe

- TpaHcohy3
KOMMOHEHT
KpoBu

- NHPYy3una
KOHLEeHTpa
dpakTOpOB
cBepTbiBaH
KpoBu

- TpaHchy3
KOMMOHEHT
KPOBU

- UHOY3us
KOHLLEHTpa
dakTopoB
cBepTbiBaH
KPOBU

- AecMonpe

- TpaHcohy3
KOMMOHEHT
KPOBU

- UHOY3us
KOHLLEHTpa
dakTopoB
cBepTbiBaH
KPOBU

- AecMonpe

- TpaHcohy3
KOMMOHEHT



Ne n/ CuMnToM

n

8 YpaneHue 3yba

9 Onepauusa

10 MeHopparun

11 Mocnepoposoe
KpoBoTeyeHue

12 feMapTpo3bl

HeT

HeT

HeT/
penko

HeT/
He
6b1n10
ponos

HeT

NpOBOAMIOCH

cny4vanoch < 25% Bcex
cny4aes, He
TpeboBano Tepanun

cny4vanoch < 25% Bcex
Cny4yaes, He
Tpebosano Tepanun

- KOHCynbTauusa Bpava
nnum

- CMeHa npokKnagku
valle, YeM Kaxpgble 2
yaca unm

- BblaeneHus 6onee

7 — 10 pHen

- TpebyeTcs
Ha3HauyeHue
OKCUTOLMHA Uin
- noxuu 6onee 6
Hepenb

nocTTpaBMaTuyeckme
He Tpebyowne
neyeHus

cny4vanocb > 25%
BCEX CNy4aeB, He
TpeboBano
Tepanuu

cny4vanocb > 25%
BCEX CNy4aeB, He
TpeboBano
Tepanuu

- nponyck
paboTbl/WKOMbI >
2 pas/rog vnm

- Ha3HayeHue
3T nnn

- TpaHeKcaMoBOM
KUCNOTbI UNn

- Tepanus
npenapatamu
enesa

HeobxooMMOCTb
B HEOQHOKPATHbIX
ONarHoCTUYECKNX
ocMoTpax

CMOHTaHHbIE, He
Tpebyiowmne
neyeHus

Hano)xeHue LWBOB,
TaMnoHapa

- XMPYPruyeckuni
reMocTas u/unu
- TpaHekcamMoBas
Kucnota

TpebyeTtcsa
Ha3HauyeHue
KOMBUHMPOBaHHOM
Tepanuu:

3rT

C TpaHeKkcaMoBoOM
KUCNOTOM

- TpaHchy3nsa
KOMMOHEHTOB
KpoBWM

- UHDY3MA
KOHLEeHTpaToB
dpakTopoB
cBepTbiBaHUSA
KpoBH

- ecMOonpeccuH
- MaTo4yHas
6annoHHas
TaMrnoHaga

- KOHCynbTaums
Bpaya,

- UHDY3MA
KOHLEeHTpaToB
dpakTopOB

KpOoBM

- NHPYy3una
KOHLIEHTpa
dakTOopOB
cBepTbiBaH
KpOoBM

- fecMoripe

- TpaHcohy3
KOMMOHEHT
KpoBU

- NHPYy3una
KOHLEeHTpa
dakTOpOB
cBepTbiBaH
KpoBKu

- ecMorpe

- TpaHcohy3
KOMMOHEHT
KpoBKu

- NHPY3una
KOHLEeHTpa
dakTOpOB
cBepTbiBaH
KpoBu

- jecMorpe

- 9KCTPEHH
rocnuTanu:
- TpaHcohy3
KOMMOHEHT
KpoBU

- NHPYy3una
KOHLEeHTpa
dakTOpOB
cBepTbiBaH
KpoBKu

- jecMoripe
- Heobxoau
B rmcrtepoc
abnauun
3HAOMETPV
yoaneHun t

Xmpypruye
BMeluaTert
(ynaneHue
MaTKW,
NUrMpoBaH
BHYTPEHHe
NOAB3LOLWF
apTepuu,
ambonunsau
MaTOYHOWN
apTepuu, T.

- XMpypruy
neyexve w
- TpaHchy3
KOMMOHEHT
KpoBU



Ne n/

13

14

CvumMnToM

KpoBonsnusaHus
LLHC

Opyrue
KpoBoTeYeHus
(kakune?)

HeT

HeT/
penko

eCTb

KOHCYbTaLMs
Bpaua

CBepTbIBaHUSA
KpoBwu

XUPYPruyeckmm
remMocras,
TpaHekcamoBas
Kucnota

eCTb

- TpaHcohy3
KOMMOHEHT
KpoBU

- NHPYy3una
KOHLEeHTpa
dakTOopoB
cBepTbiBaH
KpoBu



