bone3ns BunneOpanaa y neren

[Imeamnunas K.H.

CIIo I'TIMA, Kadeapa neauarpuu ¢ KypcaMu
nepuHaTooruu U 3Ha0KkpruHoorud OIIK u I1I1



YacroTa HapyleHu B CUCTEME
reMOCTA34.

s boaesns BuareOpanaa (c y9€TOM AETKHX U CPEAHETAKEABIX
dopm) 1-1,5% (Budde et al., 1998, [Tocobue arsa Bpaueii,
M.2013)

= [Ipeanmoaaraemas pacIpoCTpaHEHHOCTb ACDEKTOB
TPOMOOITUTAPHOTIO 3B€HA TEMOCTa32a, CPEAU KOTOPHBIX O-Hb

BuaaeOpamaa 3aHmMaeT OAHO U3 TAaBHBIX MecT, — 5-10% cpean
Haceaenus (Msanosa H.C. C coas., 1987, boaotnra E.A., 1984.,
Ten Cates, 1978)

= 25% AeBOUEK ITyOEpTATHOTO BO3PACTA CTPAAAIOT MATOYHBIMUA
KpOBOTeYeHUAMHU Ha (poHe peryaspHoro nukia (Kokoamnaa B.@.,
2000), 9To 4gare BCero OBIBAET OOYCAOBAECHO Ae(PEKTAME
CHCTEMBI TEMOCTA32

N.B! «Husxmit mporienT BoIiBACHHA OOAE3HE BriareOpanaa cBA3aH
C TPYAHOCTAMH AUATHOCTUKH M HEAOCTATOYHOU
MH(MOPMUPOBAHHOCTBIO COTPYAHHKOB ACYEOHBIX VIPEKACHHUID

«PanTacTnaeckas runoanarasoctuka 0B»-Csupun [1.B., 2014r.



Ha ocHOBaHMHI MEKAYHAPOAHOIO OIIBITA
AVATHOCTUKA U A€YEeHUs 0DOAE3HN BrareOpanAa
5TOT BHA HATOAOTHH IIPEACTABAAET COOOHU

«... TEHETHYIECKU ACTEPMUHHUPOBAHHOE
ITOAUMOP(PHOE 3a00AEBAHHE C BBICOKOM
PACIIPOCTPAHEHHOCTHIO, OOABIITIM YHCAOM
AETKUX U MAAOCHUMIITOMHBIX KAMHUYECKUX
dopm, xapaxkTepusyeTcs BApHaOEABHOCTHIO
AQAOOPATOPHBIX IIOKA3ATEACH, YACTOTEl U
CTEIIEHU IIPOSABACHUSA TEMOPPATITIECKUX
CHMIITOMOB» (F emanmon0zus u mparcysuoaoeus, 2013, Ned)



Boae3np Buasebpanaa — Hanboaee gacToe
TEMOPPATIIECKOE 3200AEBAHIE, BCACACTBHE
KOAWYECTBEHHBIX AU KAYECTBCHHBIX HAPYIITCHII

daxropa Buareopanaa (OB).

- BPO’KAEHHOE BBI3BIBAETCA AedpeKkTamu reHa B 12 mmape
XPOMOCOM, KOHTPOAHUPYIOIIero oopazosanue PB
(m3BecTHO OOAce 200 MyTAITHIT), HACAEAYETCSA
AyTOCOMHO-AOMHIHAHTHO

- IPHIOOPETEHHOE: CHHAPOM IIPH 3a00AEBAHIAX CEPAIIA,
COCYAOB, IITUTOBUAHOU KEAE3BL, OHKOAOTUIECKOU
TATOAOTHH. CUCTEMHBIX 3200AEBAHUAX COCAMHITEABHOMN
TKAHU U AD.



Cucrema remocra3a — COBOKYIIHOCTb MEXAHU3MOB,
00€CIIeUnBAIOIINX MUPKYJISAUIO KPOBHA B 3aMKHYTOM
COCYIMUCTOM PYyCJI€ B (PU3UOJIOTUYECKUX YCITOBUSIX,
NpO(PUIAKTHKY KPOBOTOUYHBOCTHA U OCTAHOBKY
KPOBOTEUYEHUS TIPU TTOBPEKICHUSX.

MexaHu3mbl (3B€HbBST) FEMOCTA3a:
1. TpomOoUTapHBIN (KICTOUYHBIN )
2. CocynucThii
3. Ilna3MeHHBIN (KOaryiIsiHOHHBIN )



AAresusa TpoMOOIITOB

(Lethagen, S., 2002, Hemostasis and bleeding disorders )




Arperamnusa TpoMOOIIUTOB

(Lethagen, S., 2002, Hemostasis and bleeding disorders)

dubpuHoreH




Peakimuu BBICBOOOKAEHUA TPOMOOIINTOB

(Lethagen, S., 2002, Hemostasis and bleeding disorders)

VWF FV FXIlI

(DVIGDVIHOI'GH ADP Ca2+t
PAI CepOTOHUH




Yuacrue COCYAOB B I€éMOCTA3€

(1lempuwyes H.H.1999)

TpomOoreHHsIe ATpOMOOTE€HHBIE ‘
DakTo
Buuiieopara IMpocranukiany
TpomoOoxcan A2 - AI[FE3I/IH 1 AFPEFAHHH <: Oxcun 23012
hefntiel S TPOMBOLIMTOB Iicro-AJlD-aza
TPOMOOLIMTOB
AJlD
Txanessblii - TPOMBOHI/ITOFEHE3, %:5323;35;3)}1
axrop (TD) CBEPTBIBAHUE KPOBUA IIpoTeorIMKAHDI
e -‘ JIU3UC GUBPUHA ‘<:| aiTHRATOp
IUIa3MHHOIEHA IIa3MHHOI€HA

AHHekcHH 11

I 11

A4 4

[ eMoiMHaMHU4YECKHE (PAKTOPHI

TpomOMH, SHAOTOKCHUH, IMTOKHUHEI U JP. IToBpex)aE€HNE SHIOTEIMS




Cxema reMoOKOaryAdamumn

(Lethagen, S., 2002, Hemostasis and bleeding disorders )




OcHoBHBIE pyHKINHU (paKTOpPa
BuaaeOpanaa B cucreme remocrasa

Vyacrue B AAI'C31HA TpOM6OHI/ITOB HpI/I HOBpﬁ)KA,eHI/II/I CTEHOK COCYAOB B 30HC
BBICOKOI'O HaHpH}KCHI/IH CABHTIA (BbICOKOfI CKOPOCTI/I KpOBOTOKﬁ)

VaacTie B MEXTPOMOOIIITAPHOM B3aHMOAEHCTBIHA (arperanuu 1p)

O6pasosanme komaekca ¢ paxropom VIII, samummarormmm ero ot
pPa3pyIIIeHNs TAA3MEHHBIMU IIPOTEA3aMHU — YYACTHE B IIPOIIECCE CBEPTRIBAHUSA
KPOBH.

Moaexyaa dB coctouT 13 MyABTIMEPOB PA3AMIHOU MOAEKYASPHOU MACCH,
3aBHCAIIIEH OT KOAMYIECTBA BXOAAIINX B HIX MACHTUYHBIX CYOBEAUHHIT (OT
AUMEPOB AO MHOTOMOACKYAADHBIX MyABTUMCPOB); HAHOOABIIIHC 13
MYABTHMEPOB OOAAAAFOT CAMOI BBIPAKEHHON T€MOCTATHYIECKOU
AKTUBHOCTBIO

Cunresupyerca B 3HAOTEAUH COCYAOB (90%0) 1 MerakapuonmTax KOCTHOTO

mo3ra (10%o)

[Ipu IOCTyIIAGHHU B IIAA3MY KPOBH CBEPXBBICOKOMOAEKYASPHBIC
MYABTHMEPBI PACIIIEIIAAIOTCA MeTaAaAonpoTenHazoit ADAMTS-13

N.B! Dakrop BHAA€6paHAa OTHOCHTCS K IPYIIIIE aAI€3UBHBIX OEAKOB OCTPOH

cpasm BOCITAACHMUSI.



Kaaccudukaiua 6oae3au BuaseOpanaa

m Tun 1 — xoangectsennoe ymensitrenne @B B kposu pasamvHON cTenieHN
TxecTH (A0 5%), coctaBaseT 55-70% Bcex AMATHOCTUPOBAHHEBIX CAYYACB

m Iuma 2 — xkadecTBEHHbBIE N3MEHEHU !
1. moaTutr 2A: OTCYTCTBHE OOABIIIUX U CPEAHHUX MYABTIMEPOB MOAEKYABI PB

2. oaTrn 2B: moseimena cpoactso k perterrropam Tpomooruros GP-Ib (Tp-
rreHus!)

3. moatun 2N: HapymeHa cBfa3b ¢ pakropom VIII (mHOTA2 OIIIIOOUHO
AMATHOCTHUPYIOT TeMOUANIO A)

4. moarnn 2M: Hapymena csasb @B ¢ penerrropom GP-Iba tpomOorTos

s Twum 3 — npaxktudeckn moanoe orcyrcrsue PB (menee 5%), wacrora 1-3% or
BCEX CAy4IaeB OoAe3HU. Beeraa cormpoBokaaeTcs CHIKEHUEM aKTHBHOCTH
P VIII 1 ars KymmpoBaHusA kpoBoTedeHHN TpeoyeT BBeacHus vWE u pVIII

ITo AarHBIM MTaABAHCKOIO HAITMOHAABHOTO PETUCTPA M YTOYHEHHBIM AAHHBIM
®HKII (2013 r.) BB 1 — 63%; BB 2 — 32%; bB 3 — 5%
N.B! ITo AarHBIM raaBHBIX TeMaToAoroB Poccum 3a 2012 roa (Bonpoce:

2eManmonozu] oHKoao2uY U UMMyHonamoaozuy 6 neduampuu, 2013, Nel) TOABKO y
19,2% GoabubIX BB AMarH03 BepudnuimpoBas u yrouHEH TUII 0OAE3HI.



Kpurepunu anarosa bB

s KAamauygeckue HPOHBAGHI/I}I KpOBOTO‘H/IBOCTI/I

s CeMendnill aHaMHe3

= OnpeaeseHne akTUBHOCTH (pakTOpa
Bruaaeopanpa (vVWEF:RCo)



AnarHocrudyeckmue Aa0OpaTopHBbIE KPUTEPUHN
O0oAae3Hu BuareOpanaa

AAUTEABHOCTD KPOBOTEYECHUSA
Vposens anturena @B (Ag VWT) — mHopma 50-160%

AxtuBHOCT OB (prcromurina Ko-daxropras akrusaocts VWIE:RCo)-
HOopMma 60-150%

Koaaaren-ceaseiBarornmasa aktusHocth VWEH:CB

AATe3UBHOCTH I'p (B TOM YHCAE IO IIOKA3ATEAFO ATPETALIIH C
PHUCTOMHUIIIHOM)

[Tokazatear AITTB B koaryaorpamme
AxtuBHOCTB (pakropa VIII (FVIIIL:C)
Orrormrerne VWEF:RCo/ VWE: Ag B nHopme 6oaee 0,7 mpu 1 Trme BB,

meree 0,7 mpu 2 Turre.

Ornomenne FVIIL:C/VWE: Ag 8 Hopme 60aee 1,2 (kpome tura 2N BB)

CTPYKTYpPHBII MyABTUMEPHBIH aHaAn3 VWE



DTaIbl ALATHOCTUKHU 00Ae3HU BuareOpanaa

s TecTsl, ITO3BOASAIOIIE BEIABUTH TEMOPPATHTIECKOE
3200AEBAHHE: YUCAO TP, AANTEABHOCTD KPDOBOTCUCHUIS,

1B, AITTB.

s Tectsl, HeOOXOAUMBIE AAS AmaTHOCTHKN bB: vIWEF:Ag,

vWE:RCo, aktuBHOCTS P VIII.

s Bepudmnkammsa noarnmra bB: koaaarencsassBarormasn
aktruBHOCTE VWE:CB, prctonmmnanaAyIImpOBaHHASA
arperarus TpoMoornToB — RIPA AAfl AmarHOCTHKH
roatntra 2B, tect cBaseBanmsa vWE ¢ VI aas
AMATHOCTUKA HOATHIIA 2N, MyABTUMEPHAA CTPYKTYPA
vWF AAM AmarHOCTHMKT TTOATHTIA 2A



DTaIIbl AMATHOCTUKHU 00Ae3HU BuareOpanaa

= [lepBrbIlt 5TaII, HO3BOAAIOIINAI 3AIIOAO3PUTD KOAIYAOIIATHIO U UCKAFOUUTD
TPOMOOITUTOIIEHUIO: AHAAU3 KPOBH C IIOACUETOM uncAa 1'p, arperamus T,
AITTB, mpoTpOMONHOBBIN MHAEKC, IPYIIIIa KPOBH

Ba3oBeIil AA0OPATOPHEIN CKPUHUHT, ITO3BOASIOIIIII AMATHOCTHPOBATH O-Hb

Buaaeopanaa: vWEF:Ag, vIWE:Rco, FVIII, LIPb mmo mokazaamsam

= Bropoi stamr mosBoasieT AeTaABHO BepuUITUPOBATH AUATHO3, OIIPEACAHTH
tan u moatun 6oAaesan: vWE:Rco/ vIWH:Ag; RIPA B AByX KOHIIEHTPALIHIAX,
vWE:CB, vWE: FVIII B. MyAbTHMEpHBIIT aHAAU3 — IMEET HAYIHOE
3HAYEHUE, HO IIPA HEBO3MOKHOCTH €T0 OIIPEACACHHA MOKHO HCIIOAB30BATH

ouenku cootnomrenns vWE:Rco/ vIWF:Ag u vIWF:CB/ vWE:Ag

s ['emermyeckoe oOcAeAOBAHIE IIPOBOAUTCA AASl IIPEHATAABHOU AMATHOCTHKI
BB 3 tuma, ompeaeAeHnA HOCUTEAEH PEITeCCUBHBIX (DOPM U AUMDAMATHO3A C
remopuament Tuma 2N BB I'emetnmaeckue TecTsl He BKAIOUYEHBI B CTAHAAPT
AUATHOCTUKH



AaboparopHaa AmarHocrTuka 0B
(Cmanoapmer oKasanus cneyuatusupo6anot NOMouU 0emam u
1n0OPOCIKAM € 2eMAMOAOZULECKUMU U OHKOAOLUUECKUMU
3aboaesanuamu, Mockea, 2009 ¢.)

s Cxpununrossie Tectsl: rpynma kposu u Rh-dakrop, moacuér koamdectsa Tp, AK,

AITTB, I'IB (1pu 6B — B HOpM™Me), TB 1 ypoBens pubpruHOreHa.
s Omnenxka akruBHoctu VWE, B cayuasnx, ecam:
1.x-Bo Tp B HOp™me, AK 11 AITTB B HOp™Me nAn yaanreno, [1B u TB B HOpMme.
2.x-Bo Tp camxeno AK u AITTB B Hopme nan yaanneno, [1B u TB B HOopMme.
3.BCE CKPHHHUHTOBEIE TECTHI B HOPMeE

4 .A€TH IIEPBOTO IIOAYTOAUSA KU3HH, HE3ABUCHUMO OT PE3YABTATOB CKPUHIHIOBOI'O
0OCAEAOBAHUA.

Aas atoro BermmoAHAIOT: TecT VWIE:RCo (camken npu Bcex popmax 6B, kpome 2N),
arperaris I'p ¢ pUCTOMUITTHOM, U BCEMH APYTHMHU HHAYKTOPAMH, AKTHBHOCTD

daxropa VIII
= YrouHeHue popmsi 6B:

Anaans koHreHTparuu VWE — oomuit anturern vWE:Ag, prcroMuninaoBas arperamnus ¢
HHU3KOM KOHIIEHTPAIHEN PUCTOMHIIMHA (arperamus OYAAT TOABKO Iipu Turie 2B)

= AOIIOAHUTEABHBIE TE€CTBI — BBITOAHAIOTCA B COMHUTEABHBIX CAYYAAX: AHAAWS
KOAAAreH-CBA3BIBArONIEH akTuBHOCTH OB, dakrop- VIII cBA3bIBaroIed akTHBHOCTH,
aHaAU3 MyABTHEMEPOB DB.



CAOXKHOCTU AMATHOCTUKH

s [Ipu bB 1 tuma BosmoxHO cymiecrsosanue
YCAOBHI, MACKIPYIOIITUX AErKne (popmer bB:
dprsuIeckne Harpy3Ku, CTPECCH, HHQEKIINN,
OEepEMEHHOCTD, OPAABHBIE KOHTPAITEIITHBEL —
ITOBBIIIAIOT YpOBEeHb B kpoBu B 1 pVIII

s lccaeaoBanma mposoadrca 3 (2) paza u boaee
AASl AICKAFOYEHHSA OIITHOKM.



ABO0 rpynmnei KpoBU y AOHOPOB U YPOBEHbB
1mAa3MeHHOT0 AgVWEF (Kees M. Et al. 2005)

s 0— 356—157,0%
s A— 48 —233.0%

= B— 56,8 —241,0%
= AB- 63,8 —2382%



AOIIOAHUTEABHBIN I'€EMOCTA3MOAOTMYECKAN AHAMHES

I.HPOHBACHI/I}I KPOBOTOYHUBOCTHU B IIEPUOAE HOBOPOKAECHHOCTH:

KPOBOTOYHUBOCTD ITYIIOYHOU PAHKH, IIETEXUH, SKXIMO3HI,
IrEMATOMBI B AP. B POAAX, BHYTPUYEPEHBIE KPOBOU3AUAHNSA

2.I'eMopparudeckue CUMIITOMEL B TEICHHUE BCEH KU3HU: HOCOBBIC
KPOBOTEYEHUA, CHHAYKOBOCTD, IIETEXUH, TEMATOMEL,
HAPYVIIIEHHUA PET€HEPAIINN IIPU IOBPEKACHUAX, KDOBOTCUECHUSA
IIOCAE TPaBM, OIIEPAIIHIL, VAAACHUSA 3yOOB, MEAKIX
IIOBPEKACHUI (CPOKH HOABACHUA U IPOAOAKUTEABHOCTB!),
KPOBOM3AHUAHUSA K CKAEPHI, HA BUAUMBIX CAH3HUCTHIX, TEMATYPHH,
KPOBb B CTYA€, MCHOPPATHUH U IIPOYHE.

3.HaAmame MOAOOHBIX CHMIITOMOB § KOTO-AHOO H3
POACTBEHHUKOB

4. AKyIIIEpCKUN T THHEKOAOTHYECKII aHAMHE3 MATEPH: OOMABHBIC
menses, KPOBOTEUYEHHSA ITOCAE POAOB, a00PTOB (!), BEIKHABIIIIH,
IIPEKAEBPEMEHHBIE POABI, YTPO3BI IIPEPHIBAHUSA OEPEMEHHOCTH.



Kpurepunu AnarHosa

(Cmandapmer 0Ka3anus CREYUAAUSUPOBAHIOU NOMOUU OEMAM U

1nOOPOCIKAM € 26MAMONAOLUUECKUMU U OHKOAOLUUECKUMY 3A00166aAHUAMYU
¢4
Mockea, 2009 2.)

AMNarHo3 cuuTaeTcsa AOCTOBEPHBIM:

s A. CucremMHBIE TEMOPPATHTIECKIE TPOABACHUA Y
ITAITMEHTA; CHIKEHA CIIEMUPIIecKas akTUBHOCTD (PB;
OTCYTCTBYIOT AAHHBIE O IPHOOPETEHHOM
TeMOPPATTIECKOM COCTOSHHUM.

s B. Cucremurre reMmopparudeckne IposBACHUA B
CEMETHOM aHAMHE3€; HACACAOBAHHIE TEMOPPATHIECKOTO
CHHAPOMA ITO ayTOCOMHOMY THITY; MUHUMAABHBIEC HAX
AOKAAM30BaHHBIE TEMOPPATUH O€3 3HAYNMBIX
IIPOBOKAITUI; CHIDKEHHUE CHETU(PIIECKON AKTUBHOCTH
B, coxpansrorieecs B HOBTOPHBIX NCCACAOBAHUIAX;
OTCYTCTBYIOT AAHHBIE O IPHOOPETEHHOM
TeMOPPATITIECKOM COCTOSHIM.



AMarHo3 cuuraercda COMHUTEABHBIM:

s [lorpanmansie 3HAYEHUA TECTOB CHEMU(MPIIECKON
akTrBarmn dB y marmenToB ¢ reMopparmaeckuMu
IIPOABACHUAMU, THITHIHBIMI AAA OB.

s OrtcyrcTBHE CHCTEMHBIX TEMOPPATMIECKUX
IIPOSABACHHUHN Y ITAITMEHTOB, IMEBIIINX 3HAYNMBIC
IIPOBOKAITNH U CHIKEHUE CIEU(PUIECKON
axTuBHOCTH (PB.

s [lorpanmansie 3HaYeHUA TECTOB CHEMU(PUIECKON
aKTHBHOCTH (OB y manmenToB HE MMEBITNX 3HAYNMBIX
IeMOPPATMIECKIX IPOABACHIUN U HE MMEBIIIHX
3HAYNMBIX IIPOBOKAIINI IIPU HAAWYIHH OTATOIIEHHOTO
CEMEMHOTO I'eMOCTA3UOAOTUYECKOIO AaHAMHESA.



Kpurepuu 0oae3nu BuareOpanaa
(Hayuro-npaxmuueckue pexomendayuu. . . Mocksa, 2013)

s Amamues 3200A€BAHUA, BKAIOYATOITIHI 2
TEMOPPATHIECKAX STU30AQ, TPEOYIOIITHX
IeMOCTATIYECKON TEPAITUH AN 3 9IIN30AA
KPOBOTOYHUBOCTH OAHOU U TOU KE AOKAAUSBAIINH

s CeMeNHBIN aHAMHES: ITOBBIIIICHHAA
KPOBOTOYHBOCTD ¥ POACTBEHHHUKOB 1 cTEIIeHU
POACTBA

= \abopaToOpHBIE AAHHBIE — CHITKECHUE
akTuBHOCTH (P-pa Buaaeopansa (VWE:Rco)



AnddepeHimmarbHbIN AMUATHO3

s C ApyruMu BUAAMU FeMOPPArTIECKUX
reMOCTA3UOIIATHUH

s C mceBAO-O0Ae3HBIO BrmaaeOpanaa: myTamus B
reHe Tpomoorrapaoro perenropa GP-1b,
BCAEGACTBHE YETO IOBBIIIAETCSA E€TO
YYBCTBUTEABHOCTD K BEICOKOMOAEKYASPHBIM
myabTIMEPaM HB. Penorum anmaroruden bB

Tt 2B.
s [IpnoOperennsrit ciaApOM BrareOpanaa



Kannnueckue npoAaBaeHUA

s CMEITaHHBIN TUII KPOBOTOYUBOCTH:
MUKPOIUPKYAATOPHBIN + I€MATOMHBIN C
IIPEOOAAAAHTEM ITIPU3HAKOB MUKPOITUPKYAATOPHOTO
THIIA

= BayTpm kaxxAoro THIra IMEIOTCA CYOIIOIIYAAITIH C
TAKEABIM TAU AETKIM (DEHOTHUIIOM. Y HAITMEHTOB C 1 u
2 Turiom bB mmeerca cKAOHHOCTD K KPOBOTEUYEHUAM,
HECMOTPsA HAa MUHUMAABHYIO BBIPA’KE€HHOCTH
AA0OPATOPHBIX MOKA3aTEAECH



1007
901
801
701
60
S0
401
301
201
107

TB

@ 10BeHHJIbHBIE€ KPOBOTeEYe HHS

@ HOCOBbI€ KPOBOTE4YeHHSA

@ Ko:kHBIH reMopparuie KHH CHHAPOM

@ quTe bHOE 3A'KHBJECHHE PH
NOBpesk/e HuAX

0 kpoBOTOYHBOCTH IeCeH

@ xpoBoTeYeHHSA NOCAE TPABM

0 KpoBOU3THAHHA B CKJIEPbI

@ remMaToMBbI

O remaprposbl

B npoune




HapsAy ¢ THIIMIHBIMA TeMOPPATTIECKUMA
IIPOSABACHHUAMU CYIIIECTBYIOT ATUITNIHBIC
CHMIITOMEI, CBA3AHHBIE C IIPU3HAKAMHA
HeAU(PPEPEHITTPOBAHHON KOAAATEHOIATH:
TIIIEPMOOMABHOCTD CycTaBOB. KearonmaHBIE
PYOITBI, PACTAKUMOCTD KOKH, AHTTOAUCIIAA3IH
11 MAaAB(POPMAITII COCYAOB.



IIpunitunsr Aeuenusa bB

s [lo TpeboBaHNIO — IPU OCTPOM KPOBOTEIECHUHN
= B npodmaakruaeckom pexmme

s Kpurepum Hagasa Tepanim: yCraHOBACHUE
anargHosa bB, ocrpoe kposoreueHue,
XUPYPIrAICCKOE BMEIIATEABCTBO,
PKIIUAUBUPYIOIIUE KPOBOTCUEHUA, CHUKAFOIIIIEC
KA9ECTBO KU3HMU.



IIpunaune: AeueHua 0oaesHu BuareOpanaa

Crenudprgeckoe remocTaTugeckoe Bosaerictsre - kourenTparel PB u pVIII: C3I1
(10-15mA/xr B cyTkH, HE 6oAee 25MA/kr), kpuonperunuTat, I'emare I'T (Cu Oc Da
Bepunr) 30-50ME /xr npodurakrudeckas Ao3a 1-3 pa3a B HEACAIO U 1O
IIOKA3aHUAM, IIPU OIIEpaAIUAX: BBEACHHE IIepeA BMernareAbctBoM 80-100

ME /xr u A0 4-6 AHeli mocAe B IPO(PUAAKTHUECKON A03€ C IIOCACAYFOIIIIM
IIOCTEIIEHHBIM CHU>KEHHUEM AO3BbI.

Hnmynar npu bB co camxenaemv pVILI, (Baxter), Buaate aetsam craprmie 6 aet
(Octapharma), - mpemaparsl, ncmoab3yemsre B Poccum.

PexomOnnanTHBM dakrop VIIa: HoBoCasern Hoso Hopaukc), @eiiba Tum 4 (Baxter):
40-50 ME/xr kamaste 12-24 gac. 2-3 AHS; IEpEA TPABMUPYFOIIIUMHE IIPOLIEAYPAME — 32
YaCc AO BMEIIIATEABCTBA

Tp-B3Beck, T.K. AAf reMocTaTIaeckoro adpdexra PB HeOOXOAUMBI TPOMOOIIUTE

DDAVP — aecmonpeccun (aetsim crapre 3-x Aerl): 0,3 MKr/Kr B ACHB B/B-KAIICABHO B
50-100 MA du3. p-pa HAH ITOAKOKHO B TOI 7K€ AO3€ O€3 PA3BEACHUS, 4 TAK/KE B BUAC
crpes 9HAOHA3aABHO, KypcC 4-0 AHEH; nepopaabHbIil aHaror — Muaupua (Leschiva
Pharm, HuaepAasAs!)

AHTH(PHUOPUHOAUTHKHI U IIPOYHE AOITOAHHTEABHBIE CPEACTBA: TPAHEKCAMOBAS
krcAoTa 20-25 Mr/Kr mepopaAbHO 3a 2 9aca AO OIIEPALIHH; B IIOCACOIIEPALIIOHHOM
IIEPHOAE KaKABIE 0-8 9acOB B TedeHne 2-3 AHEH.

['OpMOHBI — 3CTPOTEHBI AAfl OCTAHOBKH TAKEABIX MATOYHBIX KPOBOTECUCHHI.
MecTHOE AcueHUE



IIpuniunb: aAeueHusa 0oae3Hu BuaseOpanaa

Crermudpuraeckoe reMOCTATHIECKOE BO3AECHCTBHE - KOHIIeHTpaTsl OB 1

¢ VIIL: C3IT (10-15mA/kr B cyTKH, HE HoAee 25MA/KT), KPHOIIPEIUIINTAT,
Nmmynat (Baxter), Buaare (Octapharma), I'emoxtur CAT (Biotest),
I'emare-IT (Cu Oc DA Bepunr 30-50ME /kr npodurakruueckas A03a
1-3 pa3a B HeA€AO U IO IIOKA3AHUAM), IIPU OIIEPALIMAX: BBEACHHE IIEPEA
pMmernareabctBoM 80-100 ME /T u A0 4-6 AHElT TOCAE B
IPOPUAAKTUIECKON AO3€ C IIOCAECAYIOIIINM IIOCTEIIEHHBIM CHIDKEHHEM
AO3BL.

PexomomuanTHb dpakrop VIla: HoBoCaserr Hoso Hopanxc), ®eitoa Tum 4

(Baxter)

DDAVP — aecmornpeccu (Aetsim craprire 3-x aerl): 0,3 Mxr/Kr B AeHb B/ B-
karreABHO B 50-100 MA du3. p-pa HAM IIOAKOKHO B TOH 2Ke AO3€ 0Oe3
PA3BEACHHA, A TAKKE B BUAE CIIpEA SHAOHA3aABHO, KypC 4-0 AHEI;
riepopaAbHBIN aHaAOT — Munupns (Leschiva Pharm, Huaepaarasr)

AHTHOUOPHHOAUTHKE: TpaHEeKcaMOBas KUCAOTA 20-25 Mr/Kr BHYTPS 3a 2
Jaca AO OIIEPAITIH U AAAee KaKABIE 6-8 9acoB 2-3 AHA

Hpoqﬂe AOIIOAHUTEABHBIE CPEACTBA: 3CTPOTEHBI AAl OCTAHOBKH TAKEABIX
MATOYHBIX KDOBOTEYEHNI; MECTHBIE CPEACTBA.



DDAYVP — aecmomnipeccun

DDAVP — cuaTeTHYIecKnit ACCMOIIPECCHH UCIOAB3yeTcs Tpu BB 1 trma

Ao HazHAYEHUSA ACYCHUSA Y ACTEH PEKOMEHAYETCH IIPOBOAUTH
IIPEABAPUTEABHBIA TECT: BBOAUTCSH TEPAIIEBTIYECKAA AO32 U OIIPEACAAETCSA

P VIII B xkposu vepes 30 MuH 11pH B }1)3 BBeACHHH U depe3 60 MuH 11pu 11/ K
BBeAeHNH. Kpurepuit apPeKTHBHOCTH — ITOBBIIIIEHNE €0 IPOKOATYAAHTHON
akTuBHOCTH OOoAee 50%

A03a - 0,3 Mkr/kr B AeHb B/B-KarteApHO B 50-100 MA hu3. p-pa HAN ITOAKOKHO
B TOH K€ AO3€ O€3 Pa3BEACHUS, A TAK/KE B BUAE CIIPES 9HAOHA3AABHO, KypC 4-6
AHeN; mepopaabHb aHaror — Muaupun (Leschiva Pharm, Huaepaanaer)

He ucnoassyercsa npu bB 2 u 3 tuma
He mcroapsyercs AeTaM MAAIITE 2-X AET

He ncrioapsyercs B CTapIIed BO3PACTHOU TPYIIIE IIPU HAAUIUN
KAPAMOAOTHIECKOU, HEBPOAOTMYECKOU ITATOAOTHH .

He mcrmoassyercs mpu prucke TpOMOOMDUANH.
Bo Bpemsa menses HasHagaeTcAa HE AOABIIIE 3 AHEH.



IIpenaparel, pekOMeHAOBaHHBIE AAF AeueHUA bB B Poccun

I'emare® IT (CSL Behring) coornornenme vWF/FVIII 2,4/1

Iloxazanua

Aedenne u MPpOPHUAAKTHKA KPOBOTEUEHHUIT HAU KPOBOIIOTEPH BO BPEMA OIIEPAIIUIL y ITAIIUEHTOB C OOAE3HBIO BraaeOpanaa, ecan
MOHOTEPAITUA ACCMOIIPECCHHOM Hea(M(EKTUBHA HAH IIPOTHBOIIOKA32HA,;

Aedenne u IpoPHUAAKTAKA KPOBOTEUEHUIT § IAIUEHTOB ¢ remoduaneii A (BpokAeHHBII Aecpunint dpakropa ceeproBanus kposu VIII);

MozKeT UCIIOAB30BATHCA AASI ACICHHA U IIPO(UAAKTHKI KPOBOTEUEHUH Y ITAIIMEHTOB C IIPHOOPETEHHBIM AepHuInToM akropa
ceepteBanmd kposu VIII 1 y marmenToB ¢ HaAmdneM aHTATEA K pakTopy cepreiBanus kposu VIIIL

ITporuBomnokasaHus

IToBpimieHHAA YYBCTBUTEABHOCTD

Buaare (Octapharma) cooruaomrenne vWF/FVIII 0,9/1

IToxazanusa

Aeuenne 1 npopuaakTHKa KpoBOTeYeHUH 11pu OoAe3Hn Buasebpanaa (IIpu KOAMYECTBEHHOM 1/ A KAYECTBEHHOM AcuInTe
dakropa Buarebpanaa);

Aedenne u IpoUAAKTHKA KPOBOTEUECHUN IIPU BPOKACHHOU remopuanu A;

Aeuenne u MpodUAAKTUKA KPOBOTEUEHHIT § ITAIUEHTOB C IPpHOOpeTeHHBIM Aedurintom dakropa ceeproBanusa kposu VIIIL

ITporuBomnokasaHus:

Aetckuii Bo3pacT A0 6 AeT (B CBA3U C HEAOCTATOYHOCTBIO AAHHBIX); ITOBBIIIICHHAS YYBCTBUTEABHOCTD

HNmmynar (Baxter) coornomrenne vWF /FVIII 0,5/1

TIOKA3aHWA:
6oae3up BuaaeOpanaa ¢ HeaocrarogHOoCTEIO (pakTopa VIII.
IIporuBOIIOKa3aHUA

[ToBeirrennasn YIYBCTBUTEABHOCTD



CpeAcTBa 3aMeCTUTEABHOU TEPANINU

HosoCasen — «Hoso Hopamkoy», Aanms
I'emoxtnH — «bnoTtect ®apma I'moX», I'epmanms
Buaare — «Oxracpapmar, Lsenrapus

I'emare I1 — «Cu Oc DA bepunrm I'epmanns

Oxmaram - «

Uwmimyrnam — «baxkcrepy», ABcTpus



/\edeOHBIE CPEACTBA, ICITOAB3YEMBIE B KAYECTBE
I'€MOCTATHKOB.

[ TpemapaTer aHTH(PUOPHUHOAUTHIECKOTO ACHICTBHA:
SIICHAOHAMHUHOKAIIPOHOBAs KICAOTA, TPAHEKCAMOBAS K-Ta

AHTHOIIPOTEKTOPHI: 9TAM3HUAAT (AHIIMHOH), AaAPOKCOH,
IIpEeHapaThl KaABITHA, TPOKCOBA3UH, ACKOPOMHOBAsA KICAOTA,

PYTHH T AD.
CTa6I/IAI/ISaTOpr OHMOAOIMYIECKUX MeM6paH: IIPETIAPATEI
KAABIIHSA, MATHUSA, KApDOOHAT AWUTHS, AT®, sramszuaar

CpeACTBa, CTUMYAHPYIOIIHE BHYTPUKACTOUHBIC
SHEPreTUIECKHE IIPOIECCH: PHOOKCHH, OPOTAT KAAUSA U
MarHus, 9AbKap, BuramuHe A, 1p.B, C, E, P, doanesas
KICAOTA, TAFOTAMIHOBAA KUCAOTA, AUTIOEBAA K-Ta U AD.

[Tpoune: ourocoopsr, DDAVP, ropmonabHBIE ITpeTTapaTs
(OBUAOH, MUKPOTEHOH) IIPU ACICHUHU MATOYHBIX
kposoteuenutt), C3I1, HosoCspen



PexomMmenaarmum o AHCIIAHCEPHOMY HAOAFOACHUIO AETEH
C IIATOAOI'HMEN I'eMOCTAa34.

Aérkme u cpeAHETKEABIE POPMBI HAOAFOAAIOTCSA IIEAHATPOM,
TAKEABIE — TEMATOAOTOM.

M ckArogaroTcsa CUABHBIE AC3ATPEraHThI: ACIIUPUH, TUKAUA,
ACIIIPUHCOAEPKAIIIUE CPEACTBA, KYPAHTHUA

OrpaanamBaeTcsd IPUEM CAAOBIX AC3aTPETAHTOB (IIO
ITOKA3aHUAM, OTPAHHYEHHBIM KyPCOM, ITOA 3aIlIHTON)

OrpaHHqHBaIOTCH cpI/ISHqGCKHe HATPY3KH HA IIEPHIOA
KPOBOTOYHUBOCTHU

HOAF OTOBKA K HpI/IBI/IBKaM, KOHTpOAb aH.KpOBI/I AO 1 ITOCAC
HOAF OTOBKA K OH@paHI/I}IM n TpaBMI/IPYIOH_[I/IM HpOHQA,YpaM

HPOBCACHI/IC KYPCOB HpO(i)I/IAaKTI/I‘ICCKOF O ACYCHUA 110
NHAUBHUAYAABHBIM CXCMaM M ITOKAa3aHNAM 2 1 DOAEE BT OA.



