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Cnmcok coxkpaeHui
AUYTB — akTHBHPOBaHHOE YaCTUYHOE TPOMOOIIIIACTHHOBOE BPEMS
A1® — anenosunaudocdar
bB — Gone3ns Bunnebpanna
3I'T — 3aMecTUTENBHAS TOPMOHAIbHAS TEPAIUs
ME — Mexnaynapoanas Enunuia
1B - mpoTpoMOnHOBOE BpeMs
C3I1 — cBexe3aMopoKeHHas T1a3Ma
CPBb — C-peakTuBHBIN 6€10K
OAT — ¢dyHKIMOHATIbHASE AKTUBHOCTH TPOMOOITMTOB
FVIII — ¢akrop ceeptriBanus kposu VIII
FVIII:C — npoxkoarymnsiHTHas akTUBHOCTH (haktopa VIII
VWF — ¢akrop Bunnebpanga
FVIII+vWF — ¢daxtop cBepreiBanus kposu VIII + dakrop Bunnedpanna
vWF:RCo — pucronernH-kopakTopHasi akTUBHOCTh (hakTopa Busebpanaa
vWF:ag — anrturen ¢axropa Bunnebpanna
vWEF:agll — anrturen Il ¢pakropa Bumiebpanna
vWF:CB — kosutareH-cBs3pIBaroias akTHBHOCTh (aktopa Bunnebpanga
vWEF:FVIIIB — ¢axrtop Bumiedpanna dakrop VIII cBsa3biBaromuii Tect
RIPA — arperanus TpoMOOIIMTOB, MHAYLIUPOBAHHAS PUCTOLIETUHOM
GPIba — peuenTop Ha MeMOpaHe TPOMOOLIUTOB
ADAMTS-13 — MmertamionpoTenHasa
AKK — e-amMmuHOKanpoHoBas KUCI0Ta

vWF:GPIb - aKTUBHOCTH CBsi3bIBaHMs (pakropa Bunedpanna ¢ GPIb



TepMI/IHLI H onpeaecjacHus

AnTuren d¢akropa Buajedpanna — mabopaTopHBI MOKa3aTelnb KOHIEHTpAIUU
¢dakropa BumieOpanna.

AKTHBHOCTH (pakTOopa Buiteopanaa — mabopaTtopHsbIid MoKazaTelb (yHKIIMOHAIBHON
akTuBHOCTH (pakTopa Bunebpanna.

AHanu3 MyJbTHMepPoB (pakTopa Buiutedpanaga — uccienoBanue CTpyKTypsl dakTopa
Bunnebpanna metonom snekTpodopesa.

bosiesnb Buiie6panna — HaciaeACTBEHHBIM JAehUUIMUT WIM  (PYHKIIMOHAIBHAS
HEJ0CTaTOYHOCTh akTopa BumieOpanna.

I'eMapTpo3 — KPOBOU3IUSHUE B MOJIOCTh CYCTaBa.

I'emaTtomMa — »TO OrpaHMYEHHOE CKOIUICHHUE KPOBH MPHU 3aKPBITHIX H/WIA OTKPBITHIX
MOBPEKICHUSIX OPraHOB U TKaHEH C pa3pbIBOM COCYI0B, B pe3yJIbTaTe 4ero o0pazyercs nojocTh,
COJIEp>KallYI0 JKUJIKYIO MJIA CBEPHYBILYIOCS KPOBb.

I'emaTypusi — Hagu4re KPOBH B MOUYE CBEPX (PUZUOIOTHICCKUX HOPM.

I'emopuauss A — HacneacTBeHHbIN qepuuuT pakTopa cBepThiBaHus Kposu VIII

I'emocTaTuyeckas Tepanusi — Teparusi, HaMpaBJIeHHAs HAa OCTAHOBKY KPOBOTECUCHUS.

Koarynorpamma — uccieioBaHue CBEpTHIBAOIIECH CUCTEMBI KPOBH.

dakTop cCBepTHIBAHUS KPOBH — OCIIOK, 00ECTICYMBAIOIININ KOATYJIISIIHIO.



1. Kparkas mHpopmanus 1o 3a00/1¢eBaHNI0 WIH COCTOSTHHIO (Tpymme

3a00J1eBaHUIl MJIM COCTOSIHUIA)

1.1 Omnpenesaenue 3a00JeBaHUSI HWJIN  COCTOSAHHUA (rpynnbl 3a00J1eBAHUN WU

COCTOSIHMIA)

bonesur Bunne6panna (bB) — wHaumbonee pacnpocTpaHeHHas HaclaeIACTBEHHAS

reMopparudeckasi KoaryJjornaTusi, 0OyCIIOBJICHHAs CHIKCHHEM KOJHMYECTBA WU HAPYIICHUEM

¢bynkiuu dakropa Bumiebpanga (vWF).

1.2 9THOJOTrHS ¥ IATOT'eHe3 3200J1eBAHNS WJIN COCTOSTHNSA (Tpynnbl 3a00JJeBaHUN WA

COCTOSIHMIA)

bB — ¢enotunuyecku rereporeHHas KoaryjonaTus ¢ ayTOCOMHO-PELECCHUBHBIM HIIN

ayTOCOMHO-IOMUHAHTHBIM THIIOM HaclieJJoBaHUs. Bricokas BapuabeIbHOCTh HE TOJBKO
KIIMHUYECKUX MPOSBICHUI CO 3HAYUTENbHBIM KOJIMYECTBOM JIETKUX U MAJIOCUMIOTOMHBIX (OpM,
HO u nabopatopubix nokasareneit (FVII, RIPA, vWF, vWF:CB, vWF:Ag) npu bB obycrnosiena
mytamusimu  TeHa VWF. Tlockonbky mpupona reHeTHueckux nae(eKToB pa3sHooOpas3Ha,
3a00J1€eBaHNE XapaKTEPU3YeTCs ITMPOKUM KIMHHYECKUM IOJIUMOP(PU3MOM.

CymectByeT psa pakTopoB, BIUAIOMKX Ha TedeHue bB, cpean KOTophIX BBIIENSIOT:

e Hemomuduuupyemsie — mytaruu B rene vWF, rpymnma KpoBu;

e  Moaudumnupyembie —cTpece, GU3nIecKrue Harpy3Ku, 0epeMeHHOCTb, BOCIIAJICHHE.

1.3 DnuaemMuoJiorusi 3a00JeBaHUsI WM COCTOSHHS (Irpynnbl 3a00/1eBAHMIT  UJIH

COCTOSIHMIA)

Paznuunble renernueckue BapuaHTel ®B  Berpewarorcs y  0,5-1% Hacenenwus,

pacipoCcTpaHEHHOCTh KIMHUYECKH 3HAYUMBIX popMm BB — 1-2 na 10 000 uenosek; bB Tuma 3
BcrpeuaeTcss ¢ yactoroil 1:500 000 wenoBek. [Ipubnusurensuo y 70% mnauuentoB ¢ bB
3a00jeBaHrEe TPOTEKAeT B JIErKOW (hopMe, y OCTalbHBIX HaOMIONAeTCs CpenHeTsKenas WId

Tsoxenas popma 6omnesnu [1-3].

1.4 Oco0eHHOCTH KOJIMPOBAHUSA 3200J1eBAHUA WM COCTOSHUSA (IPYIIILI 3200J1eBaAHUM

MJIM  COCTOSIHMIT) mo MeRIVHAPOIHOH CTATHCTHYECKON KJaccuduranuyu 00Je3Hed U

npo0JieM, CBA3AHHBIX CO 3/I0POBLEM

D68.0 — bonesns Bunnedpanna



1.5 Kuaccudbukanus 3a00ieBaHus] WM COCTOSIHUS (Tpyninbl 3a00J1eBAHMI WU

COCTOSIHMIA)

Komuterom mo Hayke u cranmaptusanuu (Scientific and Standardization Committee —

SSC) mpu MexayHapogHoM oOmiecTBe mo mpobiemam Tpombo3a u remocrasza (International
Society on Thrombosis and Haemostasis — ISTH) B 2012 romy mepecMoTpeHa u yTBEpKIeHa

MexayHapoaHas kinaccudukanus bB (tabmn. 1) [4,5].

Ta6muua 1. Knaccudukanus 6one3nn Bumiebpanna

Tun 3a6onesanus | Yacrota, % | Xapakrepuctuka

Tun 1 70 Yactuuneid konudecTBeHHbIN neduuut vWF; yposers FVIII
HOpPMAaJIbHBIN WJIM CHUKEHHBIN IPONIOPLMOHAIBHO CTEIIEHU

cumxenusa vWF

Twum 2 25 KauectBennsie neekror vVWF

2A CHM)KeHUE KOJIMYECTBA BHICOKOMOJIEKYIISIPHBIX MYJIbTUMEPOB
vWF

2B [Noseienue appunnoctu vVWF k peuentopam GPIb
TPOMOOLIUTOB

M Camxenne aktuBHOCcTH VWF npr HOpMaJIbBHOM COAECPKaHUH

antureHa vWF; HopMmalibHast MyJIbTUMEpHas CTpykTypa vWF

2N Cuamxenne apdunnoctu k FVIII

Tun 3 5 [IpakTruecku nonHoe orcyrcreue VWFE ¢ HU3KOM

aktuBHOCTEIO FVIII

bBBtunalu3

BB Ttuna 1 BcTpewaercs Haumbonee uacto, cocraBiasis or 55 go 70% Beex
JIMarHoctupoBaHHbiX ciaydaeB. [Ipu BB Tuma 1 konmmdectBo VWF B ompeneneHHol cTeneHu
CHIDKEHO, HO (DYHKIIUS KaX/I0W MOJIeKysbl coxpaHeHa. bB tuna 3 — naubonee Tsokenas popma
6ore3Hu, Tak kak VWF npakTudecku MOJHOCThIO OTCYTCTBYeT. [lockoiabKy oqHON u3 QyHKIUN
vWF gBnsercs caspiBanue ¢ FVIII u ero 3amura OT NpeXAEBPEMEHHOIO IMPOTEOIU3A, IS
nainueHToB ¢ bB 3 tumna xapaktepHo He Tonbko oTcyTcTBHE VWF, HO 1 oueHs Hu3kas FVIII:C. bB

tuna 3 Bcrpeuaercs peako — 1-3% nanuentos ¢ bB [1,2,6].

BB tuna 2



VY mnamuentoB ¢ bB 2 Tuna nabGmromarorcs kadecTBeHHble nedekTsl VWF, kotopwie y
OOJBINIMHCTBA TAIIMEHTOB BBIPAXKAIOTCS B HempomnopiuoHanbHoMm cHmkeHun VWF:RCo
(VWF:CB) niu vWF:FVIII o otHOMmIEeHHI0 K KotmuecTBy vWE, onpenensieMoMy 1o €ro aHTUTeHY
(vWF:ag). [lns nuarHocTHKM M Kiaccupukanuu noatunoB BB 2 Tuna ucnonws3yroT pacdér
COOTHOIIICHUS aKTUBHOCTHU U aHTUTeHa vWF ananmu3 ctpykTypbl MyibTuMepoB VWF (¢ momorbio
anekTpodope3a B arapo3HOM Tele, B KOTOPOM MOXXHO BHU3yalIU3MPOBATh MYIbTUMEDHI).
Knaccudukanuss nmonruna BB 2 Tuma siBasercs HamboJee CIOXKHOM 3amadeil, BCIEACTBUE

reTeporeHHOCTH (PYHKUIMOHAIBHBIX U CTPYKTYpHBIX Aedekros [7-9, 20, 37, 38, 39].

BB tunm 2A

Y npamuentoB ¢ BB  2A  Tuma HaOmonaroTcs  M30JMPOBAHHBIA  AeULIUAT
BBICOKOMOJIEKYJISIDHBIX ~ MysnbTUMepoB  VWEF  u  cHmwkeHHas vWF-3aBucumas anaresus
TPOMOOLIUTOB. DTO CBSI3aHO C TMIOBBIIIEHHON YyBCTBUTEIBHOCTBIO K METAJUIONPOTEUHA3E
ADAMTS-13, koTopas pacIeIuIsIeT CBEPXBBICOKOMOJIEKYJIApHbIE MyabTUMEpPbl VWF, a Takke ¢
nedexramu coopku MybTHMEpoB VWF BeiencTBrie HapymeHust AuMepu3anui (2A tan, GeHOTHIT
[ID) umn mynetumepuzanuu (2A tum, penotunsl [IC, IIC Maitamu u IIE). IIpu penorunax IIC n
I[IC Maitamu BB 2A THna mnoBbIIaeTCS OTHOCHTENbHas 10Jii mporomepoB. boiee Ttoro,
YMEHBIIAETCs 70Nl KpyIHBIX MylbTUMepoB VWF, mo3atomy mpu 31eKTpodope3e OTCYTCTBYIOT
MIOJIOCHI, COOTBETCTBYIOIIME MPOTEONIUTHUYECKUM (parmMeHTaM (Hampumep, Tpumieram). Ilpu
¢enorune IIE BB 2A tuma nHapymieHa TpuILIeTHas CTpykKTypa wmyibTuMepoB VWE, uro
BBIPA)KACTCSA B OTCYTCTBHH INPH 3JEKTPO(ope3e BHEUTHUX MOJOC M 00pa30BaHUM BBIPAKEHHBIX

BHYTPEHHUX 10JI0C [8].

bB tun 2B

BB 2B tuna BrioyaeT pa3lMYHbIE BapUaHThl KadecTBeHHOro Jedexkra VWE,
BBIp@XKAOIINECS B €ro MOBBIMIEHHOM cpoacTBe K perentopy GPIb tpomGonmToB. Beneacreue
nosbiieHHoro cpoactBa VWF  k  GPIb  cBA3bIBaHME KPYNHBIX BBICOKOMOJEKYJIISPHBIX
MynbTuMepoB VWF ¢ TpomOountamu npoucxoaut 6osee 3QpQPeKTuBHO, IO3TOMY OHU ObICTpee
IIO/IBEPIatoTCsl PaCIIEIIIEHUIO 01 AeiicTBrueM MeTaiuonporenHassl ADAMTS-13. PesynbraTom
3TOTO SIBJISIETCS YMEHbIIEHUE KOJIMYEeCTBa KPYIMHBIX MyJabTuMepoB VWF u yacto ormeuaercs
TPOMOOLIUTONIEHUSI PA3IMYHONW CTENEHH BBIPAKEHHOCTH, KOTOpas MOXKET YCHJIUBATbCS MpU
CTpecce WIH MOoJ IeHCTBUEM JecMolpeccrHa. B penkux ciydasx nosslieHHOe cpoacTBo VWF k
GPIb He compoBoXxagaeTrcs IOTEpe  BBICOKOMOJIEKYJSIPHBIX  MyinbTuMepoB VWE,

oOHapyKHBaeTCsl HOpMaJlbHasi TpUILIeTHas cTpykTypa MyibtuMepoB VWF [10]. BB tumna 2B



XapaKTepu3yeTcsl IMOBBINICHHOH PHCTOLETHH-UHIYIIMPOBAHHOM arperanueid TPOMOOILMTOB
(ristocetin-induced platelet aggregation — RIPA) mox pelicTBMeM HU3KHUX KOHIEHTpAIUH

pHUCTOIIETHHA. .

BB tun 2M

BB 2M Tuma BKIIOYAaeT pas3idYHbIE BapHaHThl KauecTBEeHHOTo nedekra VWE,
BbIpaXkatouqrecss B cHmwxeHun VWF-3aBucumont anresum tpomborutoB. Ilpu s3ToM crektp
MYJBTHMEPOB UM KOMU4ecTBO (pakropa Bumiebpanna e mensercs. OyHKIMOHAIBHBIA 1e(eKT
00yCIIOBJIEH MyTallMsIMH, B pe3yJibTaTeé KOTOPHIX MPOUCXOAUT HapyuieHue cBsizbiBaHus VWF c
TpomMOouuTamMu WK cyosHaoTenueM. [loHMKeHHOEe CBS3bIBaHHE C TPOMOOIIUTAMHU CHUXKAET
nocTynmHOCTh MyibTuMepoB VWF miis pacmienienust metamonporenHazoid ADAMTS-13, B cBsizu
C 3TUM pactipeaeneHre MyabtumepoB vWF 1o MosiekysipHoOi Macce coxpaHsieTcs: 0e3 U3MeHeHU !
MOCJIe€ MX CEKPEIUU SHIOTEIHUATbHBIMU KJIeTKaMu. Y OoJbimuHCTBa O0NbHBIX BB 2M Tuma

HaOmoaeTcs HenponopuroHanbHo HU3kas vVWF:RCo otHocurensHo vWF:ag.

BB tun 2N

BB 2N Ttuma (Hopmannust) 66u1 BriepBbie onucad B 1990 r. Y manuentoB ¢ bB tuma 2N
nmeercs ned ekt vVWF B Mecte cBs3piBanus ¢ FVIIIL. B pesynasTate 3TOr0 HE MOKET 00pa3oBaThCs
koMiuiekc vVWF-FVIIIL. /lannbiil Bapuant bB onpenernsaror ¢ momonisio tecra cBaspiBanus vWE ¢
FVIII [11]. Y MHOTHX MaIlME€HTOB C JaHHBIM BapuanToM bB paHee quarHocTupoBaiv reMoQUIHIO
A nerkoit wiu ymepenHou creneHu Tsokectu (FVIILE:C — 5-22%) [1]. Korma mist neyeHust
reMopuIMu A CTaIHM MPUMEHATH BhICOKOoOUHIIeHHbIe KoHIIeHTpaThl FVIII, He conepkamue nin
coJiepKarire odeHb Hebonbiioe konmdecTBO VWEF, BO3HHKIA HEOOXOAMMOCTh TPOBEICHHS
muddepeHInaTbHON  TUArHOCTUKU. Y mamueHToB ¢ bB  Ttuma 2N npu  BBeneHuu
BBICOKOOYMIIIEHHBIX KOoHLIeHTpaToB FVIII HabmogaeTcss mpakTHUeCKH HOPMalIbHOE MOBBIIICHUE
aktuBHocTH FVIII, ognako Bpems nomyxuzau FVII ouens mano. [{ns neyeHust KpOBOTEUEHUM y
nanueHToB ¢ bB tuma Hopmannus HeoOXoIuMbl KOHIIEHTpATHI, cofepkamue kak VWF, tak u

FVIII [8,12,13].

1.6 KiivHun4yeckasi KapTHHA 3200/1eBAHNS UJIH COCTOAHNA (IPVINbI 3200J1eBaAHUN W

COCTOSIHMA)

OcHoBHOE [IPOSIBJICHUE bB — reMopparu4ecKkui CUHJIpOM

MI/II(pOI_II/IpI(y.]'I}ITOpHOl"O/CMeH_IaHHOFO TUIIOB CIIOHTAHHOTO U ITOCTTPABMATHYCCKOI'O XapaKTepa.
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I[Ipu BB 1 u 2 TumoB mnpeobiagacT MUKPOIUPKYJISITOPHBIA THIT KPOBOTOYHBOCTH:
9KXUMO3bl, KPOBOTEUEHHUS M3 CIM3UCTBIX (JE€CHEBbIE, HOCOBBIE, JIYHOUKOBBIE), MEHOppAruu,
KpOBOTEYEHMS TP TPOBEACHUHN XUPYPTUUECKUX BMEIIATENIbCTB M UHBA3UBHBIX JUATHOCTUYECKUX
poLeayp.

I[Ipu T1soxkemom Teuennn bB  Habmiomaercs cMemaHHBIA — (MUKPOIUPKYISITOPHO-
reéMaTOMHBIN) THI F€MOpPParudeckoro cUHApoma. B naHHOM ciayuyae B KIMHMYECKON KapTHUHE
BO3MOXXHBl HapyULIEHHs] ONOPHO-ABUIATENbHOIO ammapara B pe3yjbTaTe peluAUBUPYIOLINX
KPOBOU3JIMSIHUN B CYCTaBbl (TeMapTPO30B), TEMAaTOMbI MATKHX TKaHEH pa3InYHON JOKaIM3aluu
CIIOHT@HHOTO XapakTepa, 3a0pIOIIMHHBIE TEMAaTOMbl U KPOBOTEUEHHUS U3 CIM3UCTHIX 000JIOUEK.
[14].

Kuzneyrposkarolue KpoBOTE€UEHHUs MOTYT HaOmoAaThes npu Beex Ttunax bB, Ho Gonee

xapakTepHsl 411 bB 3 tuna. K Hum otHOCSTCS!

. KPOBOTEUYCHUS/KPOBOUBIIUAHMS B IIEHTpaIbHYI0 HepBHYIO cuctemy (LIHC);
. KPOBOTEUCHHSI/KPOBOU3IHUSHUS B XkKely1ouHo-KkueuHblit TpakT (KKT);
. KPOBOTECUCHHSI/KPOBOMBIUSHIS B IICIO/TOPIIO; 3a0PIOMIMHHAS TeMaToMa.
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2. IlnarnocTuka 3a060J1eBaHNS UJIH COCTOSIHUA (TPyNnbl 3a001eBAHNH WJIN
COCTOSIHMI), MEIUIMHCKHE MOKA3aHHUS M POTUBONOKA3AHUSA K IPUMEHECHHIO

METOJA0B THATHOCTHKH

Jughghepenyuanvusiii ouacnos BB y 83pocavix npoodsam co ciedyroumumu 3a001e6aHUAMU.

. HacneocmeeHubie mpomMoOoOyuUmonamuu,

" eemounuu,

. boneznv Panorw-Ocnepa;

. 2emoppazuieckue Me3eHXUMAbHble OUCHAAZULU,

. MpomMoOOyumonenuu,

. Ooepuyum opyeux paxmopos ceepmuvléaHUs KPOBU;
. npuodpemenHvle KOA2Y10NaAmuu.

Kpurepusimun ycranoB/jieHusi auarHosa BB saBasiioTcs cienywmme NnoKa3aTeau
[4,5,15-17]:
1. AnamHe3 3a0oyeBaHUs, KOTOPBIM JOJKEH BKJIIOYATh 2 TEeMOpPpPArdv4ecKHUX SIHU30]a,
TPeOYIOIIMX TePANUU WK 3 TeMOPPArHIECKUX AMU30/1a OJJHOU U TOU ke JTOKATM3AIIHH.
2. OrtsrouieHHas HacleACTBEHHOCTh - MOBBIIIEHHAs] KPOBOTOUYHUBOCTh Y POJACTBEHHUKOB |
CTENEHU POJICTBA.
3. Jlaboparopusie nannble (IIpunoxenne A3.1).
Jlnaruos ycTaHaBIMBAeTCs IPU HATUYUH KaK MUHUMYM JBYX KPUTEPUEB: 00s13aTEILHOTO
TPETbEro U OAHOro (WM 000uX) M3 MepBbIX ABYX. [Ipu HamuuMM NepBbIX ABYX KPUTEPUEB, HO
OTCYTCTBHH TpeThero Auar€Ho3 bB BeicokoBeposiTeH, TpedyeTcss JUHAMHUYECKU 1ab0paTOpHBIA

MOHHUTOPHHT C UHTEpBajIoM B 3—6 Mec.

[loxazanueM st 00OcienOBaHUS MallMEHTa MOXKET ObITh OJHOKPATHOE YIpO’Karolee
KPOBOTEYCHHE WJIM HAJIMYAE W3MEHEHUN B KOAryJIOTMYECKOM CKPUHUHIE, BBIIIOJHEHHOM IIO
JIpyromy moBoay. /lnarao3 Moxet ObITh YCTQHOBJICH B TOM YHCJIE HA OCHOBAHUU JTA00OPATOPHBIX
U3MEHEHUH, 0e3 MpeIIeCTBYIOUMX TIeMOpPparndeckux MpOsBICHUH MM JaHHBIX 32

reMOpparuueckoe COCTOSIHME B ceMeliHOM aHamHese [20, 38].

2.1. ’Kaao0bI 1 aHAMHE3

PexoMeHayeTcs1 BceM NalMeHTaM Mpu cOOpe aHaMHEe3a U )kanob, ceMeHOro aHamMHe3a
BBUICHATh HAJUYME IPOSBICHUN TE€MOPPAarMyeckoro CHHJIpOMA: >Kajlo0 Ha JIErKo

MOABJIAIOIIHUECCA SKXHUMO3bl, HOCOBBIC KPOBOTCUCHHA, I'€MATOMbl B pPAaHHCM OCTCTBC,
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BO3HHKHOBEHHE CIOHTAHHBIX FreMopparuii (0coOEHHO U3 CIM3UCTHIX 000JI0UEK, B CyCTaBBHI,
MBIIIIBI ¥ MSATKUE TKAaHU); MEHOPPArui, JINTEIbHBIX KPOBOTEYCHUN MOCIIE TPABM HITU
XUPypruveckoro BMeniatenbcrpa. COop xkanobd U aHaMHe3a MO3BOJIUT ONPEACIUTh 00beM
oOcnenoBanus nanuenrTa [1,2,4,14].

YpoBenb yOeauteabHocTH  pekomeHaauumii C  (ypoBeHb  [10CTOBEPHOCTH
JI0Ka3aTeJabCTB 5).

Kommenrapuu: [emoppacuueckue nposasnenusi npu BB necneyuguunvl u cxoomwsl c
NPOAGNEHUAMU NPU OPY2UX HAPYUWEHUAX 2emMocmasd. 3anooospums BB eo3mooicHo npu Hanuuuu
CLeOYIOUWUX KIUHUYECKUX NPUSHAKOB:

— KpPOBOMEYEHUs. U3 He3HAYUMENbHLIX NOPe306 UNU paH, Komopwvie 0amcs Oonee
15 mun u/unu omcpoueHHo 603HUKAOM 8 meyeHue 7 OHell Nocie MpPaembl,

— 9NU300bl OTUMENbHO2O UMY NOBMOPHO20 KPOBOMEUEHUs NOCNe XUPYPUdecKo20
eMeuamenbcmea Uil IKCmpaKyuu 3y008, 8 mom duciie Omcpo4eHHo20 Xapakmepa 6 meyeHue
nepsvix 7—10 onetl;

— CHOHmMAHHblE UMW  NOCMMPAMAmudecKue 2emamomvl MASKUX  mKauell,
HexapakmepHbvle 051 00vbema mpasmol,

— Hoco8vle Kpogomeuenus, Komopwvle oaamcsa oOonee 10 mum, Hecmomps Ha
@uzuueckyro komnpeccuio, unu mpedyoujue MeOUYUHCK020 MeuamenbCcmead;

— Hanuyue Kposu 6 Kaje 6e3 UOUMOL NPULUHDBL,

— JKceny00UHO-KUUleuHble KpOBOmeyeHUs, He 00bACHUMbIE A36aMU UL NOPMATLHOLL

eunepmeHsuell;

J10Oble 00UTbHbIE MAMOYUHbLE KPOBOmMeUeHUs:, Komopbie onamcs bonee 7—10 Oneii;

NPpU3HAaKu ClHZI/lOdI/lCI’ZJZaS’uu,'

— Hajaudue 3a6pIOWMHHbl)C cemamom uiu cemapmpo3oe 6 AHdMHe3e,

bB 6 cemeunom anamnese.

Coop scanod u anammuesa no380aum onpederums 0o6vem 00C1e008anUs NAYUEHMA.
Ienecoobpazno npu coope anammuesa y nayueHmos npu nodospenuu Ha BB nposooums oyenky
2eMoppazuieckoeo CUHOPOMA no WKALAM KpOBOMOUUBOCMU C YYEMOM UX 803PACMHOU U NON0BOU
cneyuguynocmu  (npunoxcenua I'l, [12) [12,18].Y nayuenmos ¢ evipasicenHvimu
2eMOPPacUYeCKUMU NPOSIBIECHUSIMU NOKA3AHO NPOBedeHUe 00C1e008anus 6€3 OYeHKU NO WKALAM
kposomouusocmu. [20].

Hopmanvuvie snauenus: y myosrcuun — 0-3, y ocenwun 0-5, y oemeut 0-2.

Ilpu oyenxe Kkpogomouugocmu npu ONEPAMUBHBIX BMEUAMENbCNEAX OYEHUBAENIC

npoyenm onepayuti/yoanenus 3y0068, nNpu KOMOPbIX OMMEYAIC 2eMoppasudeckKuti CUHOPOM.
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Hanpumep, 3 onepayuu/yvoanenus 3606, npu komopulx ¢ 1 ciyuae pazeuics cemoppacuyeckull
cunopom = 33%, oyeuxka no wxare = 2. Omcymcmeue namonocuiecKko2o 6ania
KpPOBOMOYUBOCU, OCOOEHHO ) Oemell, He MONCEm CIAYICUMb OCHOBAHUEM Ol OMKA3d Om

oanvbHeliule2o 1abopamopHo20 06C1e008aHUS.

2.2. Du3uKaJIbHOE 00CaeI0BAHUE

PexoMenayercs rpu noxo3penuu Ha bB mpuem (ocMoTp, KOHCYJIbTALMs) Bpaya-
remMaroJiora nepBUYHbIN (MpU HEOOXOAUMOCTH — TOBTOPHBIN) /17151 BEpUPUKAIIMHN TUarHo3a U

OnpeJIeleHUs] TAKTUKH Tepanuu [52].

YpoBenb  yOeauteabHocTH  pekomeHaauumii C  (ypoBeHb  [I0CTOBEPHOCTH
A0KA3aTeJabCTB 5)

KomMmeHnTapuu: ciedyem obpawams 6HuUMaHUe HA HATUYUE KOHCHO20 2eMOPPALULECKO20
CUHOPOMA PA3TUYHOU 8bIPANCEHHOCTNU 8 BUOE IKXUMO308 U 2eMAMOM MASKUX MKAHeU PaA3TUYHOU
nokanuzayuu. Mozaym Ovimeb 0OHApYdCeHbl KpOBOMeEUeHUs U3 CIU3UCMbIX (HOco8ble, OecHesble,
JIVHOUKO8blE). BO3MOXICHO 6biA6NeHIe NPUSHAKOS NOPAdCEHUs CYCMABo8 & sude oeghopmayull,
omeKa u JIOKAIbHO20 NOBbIUEHUS MeMNepamypbl KOX#CU (OCMPblli 2emMapmpo3) u/uiu npusHaxKos
Hapyuenus l’lOd@lxlDfCHOCI’nl/l, O6’b€MCl ()6u9fC€H1/llZ cycmaeoe, zunompoqbuu MblULY KOHEYHOCNnU HA
CMOpOHe NOPANCEHHO20 CYCMABA, HapyuleHue noxooku (Oegpopmupyrowas apmponamust) npu bB
3 muna. Ocmomp no3eonsem onpeoelums maxHcecms COCMOAHUA NAYUeHMa U HeoOX00UMOCMb

nposedeHus Cneyughuueckol 3amecmumensHou u/uiu cemocmamudeckou mepanuu [5,6].

2.3 JIaGopaTopHbIe THATHOCTHYECCKHE HCCAST0BAHUSA

Jlabopamopnvie ananuzvl aexcam 6 OCHO8e OUACHOCMUKU U KOHMPONA JNe4eHUs y
nayuenmog c¢ BB. Badxcubim acnexmom 1abOpamopHulX UCCIe008aHUL ABAAEMCA  yuyacmue
nabopamoputl 6 cucmeme KOHmMpOJs Kayecmea. Ilonyuenue MakcumManbHo20 KOIUYecmea OaHHbIX
cnocobcmeyem eepugpuxkayuyu  OUacHO3a U UCKIIOYEHUI0 NPUOOPEMEHHbIX KOa2yJI0namuil
(IIpunooicenue A3.1) [19-22].

PexoMeHnayercst BceM MalMeHTaM IpU IMOJO3peHMHM Ha Hanuuue bB mnposeneHue
CKPUHUHIOBOrO 0OC/I€ZIOBAaHMs, BKIIOYAIOMIETr0 OOmUi (KIMHUYECKUI) aHalu3 KpOBH,
WCCIIC/IOBAaHNE AKTHBUPOBAHHOTO YAaCTUYHOTO TpoMOorutacTuHoBoro Bpemenu (AYTB),
ompeieieHIe MPOTPOMOMHOBOTO (TpoMOoTuTacTuHOBOro) BpeMenu (I1B) B kpoBu uiu B miasme,
TpomMOuHOBOro Bpemenu (TB) B KpoBu, uccienoBaHue YpOBHA (HOpHHOreHa B KpPOBH

(k1oTTHHTOBBIM MeTozI0M) [9,15,20, 37, 38, 39].
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YpoBenb  yOeauteabHocTH  pekoMenaanuid C  (YypoBeHb  /10CTOBEPHOCTH
A0KA3aTeJIbCTB 5)

Kommenrtapwmii:  Mzonuposannoe  yonumenue — [IB/cnudwcenue  nokazamens  no
Keuxy/ysenuuenue MHO, uzonuposanuoe yonunenue TB, AYTB, uzonuposannoe chudiceHue
@ubpunozena, a makdce ux covemanue mpeodyem UCKIOUeHUs: OpY2Ux Koa2y10namuil uiy oumubox
Npeananumu4eckKo2o Smand.

Pexomenayercsa BceM NanuMeHTaM [jis NOATBEpXKIeHUs auarHo3a bB, mpoBeneHue
cneun(uyeckux J1abopaTOpHBIX TECTOB: MCCIEJOBAHWE AaKTUBHOCTU M CBOWCTB (pakTopa
Bunne6panna B kpoBu (VWF:Rco) (MccnenoBanne aktuBHOCTH (hakTopa BumieOpanaa B kpoBu
METOJIOM MMMYHOTYpOUJIUMETpPHUH), HCCIEIOBaHHWE YpOBHs aHTHUTreHa (akrtopa Buinebpanna
(vVWF:Ag), omeHka COOTHOLIEHUS aKTUBHOCTM U aHTUreHa ¢akropa Bunebpanna
(VWF:Rco/vWF:Ag), onpenenenue axtuBHOCTH (akrtopa VIII B  chIBOpOTKE KpOBHU
(x10TTHHTOBBIM M XpoMoreHHbIM MeToioM (FVIII:C)), uccnenoBanue arperaiiuu TpoMOOLUTOB
(B TOM 4McIe — CO CTAaHAAPTHOW U HU3KOW KOHIIEHTpalusimMu puctomunnna) [15,20,21, 38, 39].

VYpoBenb  yOenurTeqabHocTH  pekoMeHaanmuii C  (YypoBeHb  J10CTOBEPHOCTH
JI0Ka3aTeJabCTB 5).

Kommenrtapmii: npu negosmooicHocmu 8bINOIHEHUS. BbIUUEYKAZAHHBIX 1AO0PAMOPHBIX
uccne0o8anuil, HeobXo00uMo  HANpasumv  NAYUeHma 6  MeOUYUHCKOe — YupedcoeHule,
pacnoaazanuee HeoOXOOUMbIMU OUACHOCMUYECKUMU B03MOMCHOCMAMU. Bcem nayuenmam c
KIUHUYeCKUMU nposasieHusmu oOonesHu Bunnebpanoa u Hopmanvhot axmusHocmvio VWF
ces3vleanus ¢ mpomboyumamu (boaee 40%, no menee 100%,) svinouamo KoOIIALEHCEAZLIBATOUSULL
mecm u onpeoenerue awmucena VWF [20,40]. Koanacenceésasvisarowuii mecm modicem Ovlmo
bonee uyscmeumenen npu mune 2 U CHUNICAMbCA NPU HOPMATLHOM MeCme OnpeoeneHus.

aKkmusHocmu cesazvléanus ¢ mpomooyumamu [40].

Pexomennyercsi mammentaM ¢ bB 2 Tuma mis ompeneneHus moaTumna 3a00JIeBaHUS
MIPOBEJCHUE PACHIMPEHHON MaHenu 1abopaTOpHON TUarHOCTUKU C HCCIEIOBAaHUE arperaruu
TPOMOOLIUTOB, MHIYLHPOBAHHOMN PUCTOMULITHOM B JIBYX KOHIICHTPAIUSIX,
KoyareHcBs3piBatonii - tect  (VWF:CB), cnenuduueckuii Tect crnocoOHOCTH —(akTopa
BunneOpanna cBssbiBath paxtop VIII kpoBu, ananu3 mynbTuMepoB (axtopa BuineOpanna B
IU1a3Me KpPOBH, a TaKKe MOJIEKYJsIpHO-TeHeTHYeckuX (ompezaenenue ¢axtopa Bumiebpanna B
TpoMOOIUTaX) U IPYTUX METOJOB AuarHoctuku [1,8,9,13,15,21,22].

YpoBenb  yOeaureqabHOcTH  pekoMeHaamuii C  (YypoBeHb  J10CTOBEPHOCTH

JI0KA3aTeJILCTB 5).
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KomMmenTapuu: npumensemcs onsa danvueuuieli OUA2HOCMUKY Y HEKOMOPLIX NAYUEHIM 08
¢ yenvio onpeoeneHus noomuna 6one3nu Bunnebpanoa. /s oughghepenyuanvhoil ouacnocmuxu 6
HEKOMOPbIX CAYYAsX mpedyemcs Ucciedosanue OUoI02u4ecKkoeo mamepuana (mpomooyumos)
MEMOoOOM NPOMOUHOU YUMOPDIYOpUMEMPUlY, MpPoMOOINIACMOcpaAPuU/mpomoos1acmomempull,
onpeodenenus akmusnocmu gpaxmopa ceepmuieanus I, V, VII, X, IX, XI, XII ¢ coi6opomke Kposu,
axmusnocmu axmopa XIII 6 nnazme Kposu, yposHs anbgha-2-aHmuniasmuna 8 Kposu, a makice
npogedeHue  pacuiUpeHHOU  2eHemU4ecKkol  OUACHOCMUKY,  UCCe008aHue  azpe2ayuu
mpomboyumos ¢ AJ/D, adpenarunom, rornacenom, mpomébunom (TRAP), apaxudonosotui
KUCIOMOU, B0IYAHOYUHBIL anmuxkoa2yiaum. B ciyuae nooospenuss na BB 2B muna acpezayus c
PUCMOYEMUHOM — NPOBOOUMCs 6 08VX KOHYenmpayusax. M3menenus 6 J1a60pamopHvix
UCCIe008aHUSX, XAPAKMepHble OJis1 M020 Ul UuHo20 muna 6onesnu Buinebpanoa npedcmasnenul
6 npunodicenuu A3.1.

PexoMeHnayercsi mamueHTaM ¢ KOMOPOMIHOCTBIO, y KOTOPBIX OBLI OOHapy>KeH
KauecTBeHHBIH nedekT (akropa Bumnebpanma, mis UCKIIOYEHHS TPUOOPETEHHOTO AeUIUTa
vWF, a Takxke ¢ Henpl0 NPEeHAaTAIbHOM JUArHOCTUKHU MPOBEACHUE MOJIEKYJIIPHO-TEHETHUECKON
nuarHoctuku Hapywenuid vWF [20, 23].

YpoBenb  yoeauTeqabHOCTH  pexkomengamuii C  (YypoBeHb  /I0CTOBEPHOCTH
J0Ka3aTeJNbCTB 4)

Kommenrapuu: npuobopemennsviti degpuyum unu nenoanoyennocmo VWEFE  (cunopom
Bunnebpanoa) mooicem ecmpeuamvcsi y nayueHmog ¢ CORYMCMEYIOUUMU 3A001e8aAHUAMU
(nopokamu cepoya, auMponporughepamusHbiMu 3a001e8aHUAMU, MUETONPOIUDEPAMUBHBIMU
3a0071e8AHUAMU, CUCTEMHBIMU 3A001e8AHUAMU COCOUHUMENbHOU MKAHU,).

2.4 UHCTpYMEHTAJIbHbIE TUATHOCTHYECKHE HCCIeI0BAHNS

Pexomenayercss mnamnuientaMm ¢ BB s yTOYHeHHS HMCTOYHHMKA KPOBOTEUEHUS U
OIPCACIICHUSA BBIPAKCHHOCTH KJIMHHUYCCKUX HpOHBJICHI/Ifl MMPpOBOJAUTL HHCTPYMCHTAJIBHBIC
ucciaegoBanus [6,24, 39].

YpoBenb  yOeaureqabHocTH  pekoMeHaanuii C  (YypoBeHb  /10CTOBEPHOCTH
JI0KA3aTeJIbLCTB — 5).

Kommenrapuii: Uucmpymenmanvuas oOuacHocmuxa no3eojisem —8U3yaiu3uposams
KPOBOMEYeHUA/KPOBOUSIUAHUSA DA3IUYHBIX JOKATUZAYUL, d MAKKHCE BbIAGUNMb OCIONCHEHUS,
passuswiuecs BCle0Cmeue 2emMoppasudeckux nposeieHuti. Bwibop roukpemuozco memooda
UHCMPYMEHMANbHOU  OUACHOCMUKY  OyOem  3asucemsv om  NpPeononazaemo2o UCMOYHUKA
Kposomederus u ocobennocmell KiuHu4eckou Kapmurbl U Moaucen 6Kjindanis.

O 230¢hacoeacmpo0yo0eHOCKOnUsL;
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OHoockonuyeckas SHOOHA3ANLHASA peBU3Us NOJOCMU HOCA, HOCO2NOMKU,
Qubponapuneockonusl,

bponxockonuto;

Ypemepockonuio, [{ucmockonuio,

VIbMPA38yK080e UCCIe008aHUe CYCMABA;

VIbMPA38YKOBOE UCCIEO08AHUE OP2AHO8 OPIOWHOU NOJOCMU (KOMHIIEKCHOe) U
YIBTPa3BYKOBOE UCCIIEIOBAHUE 3AOPIOUUHHO20 NPOCMPAHCMBA,
VILMPA38YKOBOE UCCIe008aHUe NOYeK U YIbTPA3BYKOBOE HCCIIEOBAHUE
MOYEeBbIBOOAWUX NYyMel,

Yavmpasseykoeoe uccnedosanue maekux mrauetl,

VIbMPA38yK080€ UCCIe008aAHUEe MAMKU U NPUOAMKO8 MPAHCAOOOMUHATbHOE,
MAZHUMHO-PE30HAHCHAS  momo2padus cycmasa, MAacHUMHO-pe30HAHCHAs
momoepaghusi MACKUX mKauetl,

MAZHUMHO-PE30HAHCHAS MOMO2PApUs 20]108HO20 MO32d U OPY2UX OP2AHO8;
penmeenozpaghus cycmasa,

KOMNbIOMEPHAs momocpadus opearnos epyoHoU NOIOCHU;

KOMNbIOMEPHAS MoMOo2padus opeanos OPOWHOU NOIOCMU U 3a0PIOUUHHO20
NPOCMpAHCmMea,

KOMNbIOMEPHAS MOMOSPAPUS 20108HO20 MO32d,

PUHOCKONUSL

Omockonusi;

KOJIbNOCKONUSL,

PEKMOPOMAHOCKONUS,

KOJIOHOCKONUS,

T'ucmepockonus.

2.5 Uupble AMArHOCTHYECKHE MCCAST0BAHUSA

PCKOMeHIlyeTCﬂ naupeHTam ¢ bB mis NOATBCPIKACHUSA HAJIWMYUA, a4 TAKKC C ILCIIbIO

OTIPEJICTICHUS] PUCKA TEMOPPArui4eCKuX MPOsBICHUN (MJIM UX MOCIIEJACTBUI) OJIHA UM HECKOJIBKO

13 KOHCYJIbTAIMH CHEHAIMCTOB CMEXHOT0 NMPo(UIIsl/Ipyrux crenuansHocTei [2, 9].

YpoBeHb

yoenutesbHOocTH  pekoMenaanmuid C  (ypoBeHb  J0CTOBEPHOCTH

JI0Ka3aTeNbCTB 5).
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KomMeHnTapuu: koncyriomayuu epayeti no360Jsa10m onpeodeums HapyuleHus 8 paziuiHblX
opeanax U cucmemax — 6cieocmeue - COCMoSBULe20CH (nepenecenno2o  pamee)
KpogsomeyeHus/Kposouznuanus. HMcxoosa u3z npeononazaemorl JOKAIU3AYUU KPOBOMeUeHUl,
HeoOX00UMO npusnedenue 00HO20 U HECKOIbKUX CHeYUATUCTNO8:

O 6paya-axKyuepa-2uHeKon1o2d,
O  8pava-mpasmamonoca-opmoneod;
O @paua-xupypea,

O @paua-yponoea,

O @paua-Hesponoza

O  6paua-omopuUHONAPUHSONI02A;
O  8paua-oepmamoseHepono2a,
O epaua-onkono2a;

O @paua-cacmposnmeponozd

O  8paya-KoJI0NPOKmMon02a,

O @paua-cmomamonozda;

O epada-ncuxuampa.
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3. .JqueHne, BRJKOYasd MEAUKAMCHTO3ZHYI0 1 HEMCIUKAMEHTO3ZHYI0 TEPaIlluu,
AUETOTEPAIINIO, 066360.]11/IB3HI/16, MECAUIINHCKHEC ITIOKA3aHUA "

MPOTUBOINIOKA3aHUS K IPUMECHCHUIO METO/0B JICHCHUSA

Henp neyenuss BB —mnpodunakTuka u 0CTaHOBKAa KPOBOTEUEHUH, TPOPHIAKTUKA OCIIOKHEHHH
BB. Lenb MOXeT OBITh JTOCTUTHYTA MPOBEACHUEM CIEHU(PUIECKON 3aMECTHTENBHON Teparuu
npenapaTamu, cojepxamumu  ¢axktop BuineOpanna win HecneuM(UYECKHMMH METOIAMHU.
Crneuunduueckas 3aMeCTUTENbHAS TEPAIUs MOXKET ObITh MPOYUIAKTUIECKON MIIM TPOBOJUTCS 110
TpeboBaHUIO - pH KpoBoTeueHuu. [lanmentram ¢ BB perymnspHoe mpodunakrnyeckoe eueHue
Ha3HAuYalOT pexe, YeM NanueHtam ¢ remoduimeir. OpHako TpH  PEUUAMBUPYIOLINX
KPOBOM3JIUAHUAX B CYCTaBbl, XKCIyJIOYHO-KULICUYHBIX U MAaTOYHBIX KPOBOTEYEHHAX, a TAKKE
JTHOOBIX IPYTUX KPOBOTEUEHUSX, IPUBOSAIINX K OCTPOM WM XPOHUUYECKON MOCTIEeMOpparuuecKoi
aHeMuu win  AepuuuTy  Kenesa, W/MiAM  TpeOyroIMX — TOCHUTAIU3alUM  IalueHTa
npopUITaKTUYECKask 3aMECTUTENIbHAS TePANus MOXKET OBbITh palioHaNbHA.[4]].

He Bce manmentsl ¢ BB HyxnaroTcsa B Ha3HaueHUH Tepanuu. KputepreMm Havasna JedeHus
[P HAIMYMK Bepu(UIMpPOBaHHOro auarHo3a bB sBisioTcs cienyromye noka3aTenu:

- BOBHUKHOBEHHUE YMEPEHHBIX/TAXKEIBIX, CIOHTAaHHBIX/TIOCTTPABMATUYECKNUX KPOBOTEUEHHUI];
- XUpYpru4eCcKOe BMELIATENIbCTBO;
- mo0ble PELUIUBUPYIOIINE KPOBOTEUEHHU S, CHIKAOIIIME KaYeCTBO )KU3HU.

ITockosnbky BB sBisieTcss KOMITJIEKCHBIM 3a00J€BaHMEM, BO3HUKAIOLUIMM B pe3yJbTare
Pa3IMYHBIX TEHETUYECKUX JIe(EKTOB U Pa3INYarOIIUMCS 110 CTETIEHU TSKECTU, B TEPATUU MOXKET
HCIIONBb30BATHCS ILIMPOKUN CIEKTp JICKAPCTBEHHBIX IIPENaparoB, IIOMHUMO 3aMECTUTEIIBHOU
Tepanuy IJa3MaTUYECKUMH KOHIIEHTpaTaMu QakTopa cBepTbiBaHusi KpoBu VII+daxTop
Bunnebpanna. Takue MeToabl BKIIOYAIOT MCIIOJIb30BAaHHME TI'OPMOHAJIBHBIX KOHTPALENTHBOB

CHUCTEMHOT'O IeUCTBUS U aHTU(UOPHUHOIUTUYECKUX CPEACTB [41].

3.1 KouncepBaTuBHOE JeUCHHUE

3.1.1 3amMecTHTEILHAS TEPANINS

Cospemennas mepanusi BB 0Oazupyemcs na npuHyune «0OMAwiHe20 JNe4EeHUAN:
CAMOCMOAMENbHO20 88e0eHUsl NPENnapamos NayueHmom Ha OOMY Npu YClosuu 00:13amelbHO20
00yyeHUs U HaOMOOeHUsl 8 CNEYUATUZUPOBAHHOM MEOUYUHCKOM Yenmpe. Pewenue o npumenenuu
2eMoCmamuyecKo2o cpeocmaea nNPpUHUMaem nayueHm iy e20 pOOCMEeHHUKU 8 COOMBEMCMBUU C

peKOMeH()ab;wmu cemamaoiioecd.
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Pexomenayercss BceM manuentam ¢ bB s mpoBeneHHs 3aMeCTUTENBHOW Tepamuu
WCIIOJIb30BaTh OYHINEHHBIC, BUPYCHHAKTHBUPOBAHHBIC MTPerapaThl PakTopa CBEPTHIBAHUS KPOBU
VIII + dakropa Bunnebpanga** [26, 27, 41].

YpoBenb  yOenutenbHocTH  pexkoMeHnauuii C  (YpoBeHb  /I0OCTOBEPHOCTH
JI0KA3aTeJIbLCTB 4).

Kommenrtapum: [Ipumenenue xonyenmpamos FVIII+VWF™ 603mooicho 0ns npoeedenust
mepanuu 8 CReOVIOWUX pexcumax: no mpebosanuro (01 Kynuposanusi KpOBOMeYeHUll), 8
npogunakmuueckom pedxcume (01 NpeodomepaujeHus BO3HUKHOBEHUS 2eMOpPaAUiecKoeo
cuHopoma).

o3y pakmopa ceepmuisanus kposu VIII + ¢hakmopa Bunnebpanoa**, npeonasnauennozo
ons nevenus BB, Heobxooumo paccuumvlieams no axmusHocmu ¢axmopa Bunnebparnoa,
cooeporcawecocsi 6  oanHom  aekapcmeennom  npenapame  (FVIII:C  uwu  vWF:RCo).
Bocemanosnenue no vVWF:RCo y 63pocibix 0ondicho b6bime npubauzumenvuo 1,5-2% na 6sedenue
IME vWF:RCo/ke. Ilpu unghysuu 0oser 50 ME/ke cnedyem oorcudamo ysenuuenuss VWEF:RCo &
ouanasone 75—100%. Taxum oopazom, 0oza 40—50 ME vWF:RCo/ke pekomernd08ana nayueHmam
¢ Hu3kou 6aszoeoul akmusnocmoio VWF:RCo. V demell yposenv soccmanognenus modicem Ovims
HUdICe 6 CUNY (DU3UONO2UYECKUX O0CODEeHHOCmel, Ymo Modcem nompebosamsv 6o.ee 8blCOKUX
PA308blxX 003 U OOlee YacmblX 66e0eHUIL.

Ilpu nposedenuu mepanuu HeobX00UM 1AOOPAMOPHBLIL KOHMPOLb, GKIOUAIOWULL
uccireoosanue yposHs anmueena pakmopa Bunnebpanoa, ucciedosanue akmugHOCmMu U C80UCME
Gaxmopa Bunnebpanoa 6 kposu, onpedenenue akmusnocmu gpakmopa VIII 6 coleopomie kposu u
OYEeHKY (hapMaKkoKuHemuyeckou Kpueou ux napamempos (8 ciyuae Hey0081emeopumenbHouU
aghpexmusrnocmu nPosoOUMOU mepanuis).

s opuenmupogounoti oyenku dphekmusHocmuU NpogedeHUs 2eMoCmMaAmuiecKou
mepanuu B03MOMNCHO npogeodeHue mpomboanacmozpaghuu/mpomboanacmomempuu,
ucnonvzosanue mecma AYTB (nHeobxoOumo nonyuume HOpMANbHbIE UIU CYOHOPMATbHBIE
3Hayenus). IIpu unmepnpemayuu pe3y1omamos OaHHbIX UCCIE008AHUL HEOOXOOUMO YUUMbIEAMb,
YUMo UX USMEHEHUsI ACCOYUUPOBAHbL Npedtcoe 8ce2o ¢ usmeHenuem akmuenocmu gpaxmopa VIII, u
MO2Ym OYeHU8amb KauecmeeHHbvle U KOIU4eCmeeHHble Xapakmepucmuku pakmopa Buninebpanoa
Jauus koceenno [17].

Pexomenayercs BceM nanuentam ¢ bB ¢ mokazaHusMU K MPOBEACHUIO 3aMECTUTENLHOM
Tepanuy, WCIOJIB30BaTh JIpYyrue mpemnapartsl, conxepxkamme VWE: B ToM umcne ¢akrop
ceepteiBanus kpou VIII, kpuonpeuunurar, C3I1 B ciydasx, korga ¢pakTop cBepThIBAHUS KPOBU

VIlI+®akrop Bunnedpanaa™** negocrynen. [44, 45, 46, 48, 49].
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YpoBenb yOeauteabHocTH  pekomeHaauumii C  (ypoBeHb  [I0CTOBEPHOCTH
JI0Ka3aTeJabCTB 5).

KommenTapuu: xonyenmpayus VWF 6 ceedxce3amopodicenHol niasme OMHOCUMENbHO
Huskas. EE npumenenue 01 npoedeHuss 3amecmumenbHol mepanuu He 6yoem 00CmMamo4Ho

aghghexmuerno[44, 45, 46].

3.1.2 Ilpogpunakmuueckan mepanus

PexkomenayeTcss BceM MallMEHTaM, UMEIOIINM CHOHTAHHBIE WM TOCTTPAaBMATHUYECKUE
KPOBOTEUYEHHMsI, OTBEYAIOLIUE CIEAYIOUMM XapaKTepUCTHUKaM: MPUBOSAIINE K OCTPOH MU
XPOHUYECKON MOCTIeMOpPParuuecKko aHEeMUU, CYIIECTBEHHO YXY/AIIAIONINEe KadyeCTBO KHU3HHU,
TpeOyIOUIMEe MOBTOPHBIX TOCIUTAIN3ANWN Ha3HAYCHHWE NPOPHIAKTHUYECKOW 3aMECTUTEILHOM
Tepanuu npenapatoM Qaxrop csepThiBaHus kpoBu VIII + dakrop Bumnebpanma** [41, 42, 43].
Jl03BI U peKUM BBEACHHUW IMPENapaToOB B Pa3IMYHBIX KIMHUYCCKHX CHUTYAIUSX MPHUBEIACHBI B
npuiiokeHnn A3.2.

YpoBenb  yOenutenbHocTH  pexkoMennanuii C  (YpoBeHb  /I0OCTOBEPHOCTH
JI0Ka3aTeJabCTB 5).

KomMmenTapuu: makue xkposomeuenus mMocym CYWecmeeHHO Meulams NOB8CEOHEeBHO
desimenbHOCMU U NPpUBOOUMb K HAPYUIeHUI0 (YHKYUU Opeano8 U CYCmagos (apmponamuil).
Apmponamus maxoice Hab00aemea y nayuenmos ¢ bB muna 2N, ocobenno 6 mex cuyuasx, ko2oa
FVIII:C cocmasnsem menee 10%, u y nayuenmos ¢ maxcenou gopmoii bB muna 1, y xomopuix
koauvecmeo VWF u akmusnocmo FVIII:C 3nauumo chudcenvl. B makux ciyuasx pekomenoyemcs
HazHayamv npoghunakmuyeckoe nedenue hakmopom ceepmuianus kposu VII+ gaxmopom
Bunnebpanoma**. B 3asucumocmu om eospacma, ocobeHHocmel (apMaKoKUHemuKy u/umu
UHOUBUOYATILHOUL dhhexmueHocmu, Y demell MO2ym NPUMEHAMbCS DoJiee 8blCOKUE PA308ble 003bl

npenapamos, a makice 601ee KoOpomrue NPOMENCYMmKU Mexcoy 66e0eHUAMU.

3.2.2. KynupoBaHue KpoBOTeUYeHUIl

Pexomenayercst BceM MalMeHTaM C TOKENBIM GpeHoTtuniom bB mpu kpoBoTeueHUSX MPOBOIUTH

Tepanuio mpemnaparamu (akropa cBepTbiBanus KpoBu VIII + dakrop BumneOpanga** B

MOHOTEpAIUH, JTHO0 B COYETAaHUHU C #TPaHEKCAMOBOU KUCIOTON™*, BHYTpbh, B 03¢ 15-25 mr/kr,

Kaxzaple 8-12 yacoB (IMPOTUBOMOKAa3aH AETAM 10 3-X JeT), 1100 #TpaHEeKCaMOBOM KUCIOTOM™*,

BHYTPUBEHHO, B 103¢ 0,5 — 1 r, kaxk1ipie 8-12 yacoB (mpoTuBoIiokaszan aetsm a0 1 roaa) [30,41,53].
YpoBenb  yOeaureqabHOcTH  pekoMeHaamuii C  (YypoBeHb  J10CTOBEPHOCTH

JI0KA3aTeJILCTB 5).
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KoMMeHTapum: ucnonvsosanue Hecneyu@uueckux 2emocmamuieckux cpedcms oe3

3amMecmumenbHoOU mepanuu y nayueHmos ¢ maxcénvim genomunom BB uacmo nedocmamouno
aghghexmusro[20].
PexoMenayercsl pu Tepanuu BceM nanuentam ¢ bB paccunTeiBaTh 10361 penapara dakropa
ceepteiBanus kpoBu VIII + dakrop Bunnebpanga** u mpoonKUTEILHOCTD JICUSHHS UCXOIS U3
BHUJAa KpOBOTECUCHHs, 0a30BOM AaKTMBHOCTH JACPHUUUTHBIX (PAKTOPOB M LENHU JICYCHHUS.
(npunoxenue A3.3) [9,14,25,27].

Yposens yoenuteabHocTu pekoMenaanuii C (ypoBeHb 10CTOBEPHOCTH 10KA3aTEJILCTB 5).

Kommenrapuu: /[numenvnocmes npogedenus JnedeHus onpedensemcs N0Kaiuzayuel,
8bIPANHCEHHOCBIO KPOBOMEUCHUS. A MAKHCe PUCKOM HOBMOPHO20 KPOBOMEUEeHUs. U MOACem
cocmasnams 14 u bonee onei. B nekomopuix ciyuasx Kynuposauus KposomedeHull (Hanpumep,
MpPYOHOKYNnupyembvle KpoGomeuenus, KpOGOMEUeHUsl 8 JHCUSHEHHO BAaJiCHble Op2aHbl), Nocie
UHUYUATBHOU HAZPY30YHOU 003bl MOMNCEN NPUMEHAMbCA NpOoOJeHHAs UH@y3us npenapama
gaxmopa ceepmuisanus kposu VIII + ¢pakmop Bunnedopanoa™** [50].

B 3asucumocmu om 6o3pacma, ocobennocmeii papmaxokunemuku u/unu uHOUSUOYaibHOU
agppexmuenocmu, y oemeii MO2ym npUMeHamovcs Oojiee 8biCOKUE pa306ble 003bl KOHYEHMPAmos,
a maksice 601ee KOpOMKUe NPOMENCYMKU MeAHCOY 86€0CHUIMU.

PexoMenayercsi manueHTaMm ¢ HeTsbkenbiM (eHorunom BB ¢ kpoBoTeueHusMH U3
CIIM3UCTBIX O00O0JIOYEK M3 XOPOIIO KOHTPOJIUPYEMBIX 30H (HOCOBBIE, JTECHEBBIC, MATOYHHIC)
MpUMEHEHHE #TPaHEKCaMOBOM KHUCIOTOW®*, BHYTph, B no3e 15-25 Mmr/kr, kaxzaple 8-12 vacos
(TIpoTHBOIIOKa3aH JIETSAM JI0 3-X JIeT), TU00 #TpaHEKCaMOBOW KUCIOTOW™*, BHYyTpHUBEHHO, B J103€
0,5 — 1 r, kaxnpie 8-12 yacoB (MpoTUBOIOKa3aH aeTsm 1o 1 rona) [41, 53].

YpoBenb yOeauteqbHocTH  pekomeHgauumii C  (ypoBeHb  [I0CTOBEPHOCTH
JI0Ka3aTelbCTB 5).

PexomMeHnayeTcsi BceM mandeHTaM ¢ HETsHKENBIM (peroturnioM bB mpoBoauth Tepammio
npemnapaToM (akTopom cBepThiBanus kpoBu VIII + dakrop Bumnebpanga** mpu kpoBoTeUeHUIX
U3 TUIOXO KOHTPOJMPYEMBIX 30H, JUOO Mpu HEIPPEKTUBHOCTH Tepanmuu HTpaHEKCaMOBOMN
kucioTo** [30, 41].

YpoBenb yoeaurTeabHoCTH pekoMeHaanuii C (YpoBeHb 10CTOBEPHOCTH I0KA3ATEJIbCTB ).
Kommentapuu.

B kascoom cnyuae, Heobxooumo ycmaHnosnenue moynou aokaiuzayuu kposomeyenus. C

9MOU Yenvio Modcem OblmMb HeOOXO00UMO NpugiieyeHue CneyudIucmos u npogeoeHue npoyeoyp

yKazauHvix 6 pazoenax 2.4 u 2.5.
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3.3 Xupypruueckue BMelaTeJbCTBA

YV nayuenmos c¢ BB xupypeuueckoe emMeuiamenbcmeo Modcenm nompedosamuvcs O
Jleyenus Kaxk nposigieHull 3a001e6anus, maxk u He césazannvlx ¢ bB 3abonesanuil.

PexoMenayercst manpeHTaM Mepesi XUpyprudecKiMU BMEIaTeIbCTBAMU U MHBAa3UBHBIMU
IporeypamMu rpueM (0CMOTp, KOHCYIbTallKsl) Bpaya-reMaroiora NepBUYHbIHN, MOBTOPHBIH (ITpH
HEOOXOIMMOCTH) C IEJIBI0 ONPEENICHNUS] TAKTHKH TePAITiH TS MPEIOTBPAIICHUS] KPOBOTCUCHHUIA
[6,14].

YpoBenb  yOeauteabHocTH — pekoMmenaauuid C  (YpoBeHb  /I0CTOBEPHOCTH
JI0KAa3aTeJlbCTB 5).

KommenTapuu: Bpau-eemamonoz 001vcer peuums 60npoc 0 HeobXooumocmu u 00véme
3amecmumenbHoU U Opy2oli 2eMOCMAamuyeckol mepanuu. B axcmpenHou cumyayuu 603MOHNCHO
npogedenue XUpypeuieckoeo ieyeHus Oe3 npeosapumenbHo2o npuema (0CMomp, KOHCYIbmayusl)
spaua-cemamonoza. Ilpu npogedeHuu UHBAZUBHLIX MAHUNYAAYUL (Npoyedyp) HeoOX0OUMO
UHOUBUOYATILHO — peuwams — 80NpOC O  3AMEeCMUMENbHOU  mepanuy,  NpUMeHeHuu
AHMUDUOPUHOTUMUYECKUX CpeOCcms, Yyuumbléas msicecmv BB u xapaxmep manunynsyuu

(npoyedypul (Ilpunoscenue A3.4).

Pexomennyercss manueHram ¢ bB npu mpoBeneHMM XUPYpPrU4EeCKHUX BMEIIATEILCTB
(MHBA3MBHBIX MPOIIEyp) MPOBEICHUE Tepanuu npenapatoMm Gakrop cBepThiBanus kposu VIII +
¢dakrop Bunnebpanna**. Harpy3ounas no3a cocrasisier 40-60 ME/kr. [TognepxxuBaromue 10361
coctraBisitoT 15-30 ME/kr kaxnpie 12—24 gaca. J[muTenbHOCTh M PEXKHUM BBEJICHUS ITpernapara
3aBHUCST OT 00beMa Xxupyprudeckoro BMemarensctsa ([Ipunoxenne A3.5) [41,52].

YpoBenb  yOeauteabHocTH  pekoMenaanuid C  (YpoBeHb  /I0CTOBEPHOCTH
JI0Ka3aTelbCTB 5).

KommenTapuu B 3asucumocmu om 8o3pacma, ocobenHocmel papmMakoKUHemuxku u/uiu
UHOUBUOYATbHOU I exmusHocmu, y demetl MO2ym NpUMeHAmbCsl 6oiee 8blCoKUe Pa308ble 003bl
KOHYEeHmMpamos, a makice Oojiee KOpomKue npomMedCymru Mexcoy 66eoeHusmu. B nekomopuix
CYHaax npu nposedeHuu NepuonepamueHoll npoQUIAKMUKY nocie UHUYUAIbHOU HA2PY30YHOU

003bl MOJICEM NPUMEHAMbCS NPOOTIeHHAs uHY3us hakmopa ceepmuieanus kposu VIII + ¢paxmop

Bunnebpanoa**[50].

PCKOMeHIlyeTCﬂ nanueHtaM ¢ bB IIpU MPOBCACHUH ONICPATUBHBIX BMCIIATCIILCTB, 0COOCHHO Ha

MapCHXUMATO3HBIX OpraHax, Ipu yAaJICHUU 3y6a, JICYCHUU paH NPUMCHCHHUE PCKOMCHIAYCTCA
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Tepanus #TpaHEeKCaMOBOHM KHCIOTOW**, BHyTpuBeHHO B 03¢ 0,5 — 1 T (mpoTHBOMOKa3aHa JeTsIM
1o 1 roga) [25].

YpoBenb  yOeauteabHocTH  pekomeHaauumii C  (ypoBeHb  [I0CTOBEPHOCTH
JI0Ka3aTeJabCTB 5).

KommenTapuu: #mpanexcamosyio kuciomy** sanpeujeno ucnonv3o8ams npu no4euHbix

Kpoeomederusix.

3.4 llpodpunaakTuka TpomMO03a

He pexoMenayercst IpOBOJUTH PyTUHHYIO IPOQUIAKTUKY TpOMO030B nanueHTam ¢ bB Bo Bpems
XUpYprudeckoro BMeniarenscrsa [41].

YpoBenb  yOeaurTeqabHocTH  pekoMeHaanuii C  (YypoBeHb  J10CTOBEPHOCTH
JI0Ka3aTeJNbCTB 5).

Kommenrapun: Pewenue o npumenenuu aumumpomOOmMuyeckou npoQuiakmuxu
O0JCHO ~ OblMb  NPUHAMO — UHOUBUOYAILHO C YYEMOM OCOOEHHOCHeEU  XUpYypeuieckoz2o
eMeuamenbcmed, blPadCeHHOCMU 2eMOPPALULEeCKUX NPOAGTIEHUL HA MOMEHmM onepayuu, obvema
3amecmumenbHOU mepanuu, a MaKdxice HaIuyus y nayueHma Gakmopos pucka mpomoomuiecKux
ocnodcnenui. Ona mooicem Oblmb HA3HAYEHA 6 CBA3U C NOBbIUEHHbIM PUCKOM Mpombo3a
OONbHBIM, NOYUAIOWUM BbICOKUE 003bl Npenapama axmop ceéepmuisanus kpoeu VIII + ¢hakmop

Bunnebpanoa**, ¢ yaerom KOMOpOUIHOCTH.

3.5 Unoe Jeuenue

Pexomenpyercst mannrenTkam ¢ bB npuem (ocMoTp, KOHCYIIbTalMs) Bpaya-aKkyliepa-ruHeKosora
JUTsl HA3HAYEHHSI TOPMOHAJIbHBIX KOHTPAIENITUBOB cCUCTeMHOTO JieiicTBus (rectareHoB (GO3AC) u
cunternyeckux 3ctporeHoB (GO3CB)) mns kynupoBaHusi MeHopparuit [28].

YpoBenb  yOeauteabHocTH  pekomeHaauumii C  (ypoBeHb  [10CTOBEPHOCTH
JI0Ka3aTeJlbCTB 5).

KommenTapumu: npu ssedenuu scmpocenos nosviwaromes FVIII:C u vWF:RCo, u ona
KOHMPOJISl YMEPEHHO BbIPAICEHHBIX MEHOPPALULL MOACEM OKA3AMbCS 00CMAMOYHbIM NPUMEHEHUEe
COPMOHANILHBIX —~ KOHMPAayenmueos  cucmemnoz2o  Oeticmeus  ececmazenos (GO03AC) u
cunmemuyeckux scmpozeros (GO3CB)), koney 6a2UHANLHBIX UNU GHYMPUMAMOYHBIX CRUpALel,
8b1C60000COAIOWUX IMU 2OPMOHbBL. | OpMOHANbHBIE KOHMPAYENMUEbl CUCHEMHO20 O0eUCmBUs.
MOJICHO HA3HAYAMb OIUMENbHO OJisl YMEHbULeHUS. 8bIPANCEHHOCTNU MEHCMPYANbHbIX 8blOEIeHUIL.

H€CMOmp}l HA HeoOX00UMOCmb OONOJHUMENbHO20 Usydenus O0aHHO20 eonpoca, KluHuveckue
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OaHHble YKA3bI8AOM HA MO, YMO 88e0eHUe ICMPOLEHO8 MONHCEM UCNOIb308AMbCA 01 OCIAHOBKU
MANCENIX MAMOYHBIX KpOGOmeueHuli. 1 opMOoHanbHble KOHMPAYenmuevl CUCIEMHO20 O0eUCmeus
(eecmacenvt (GO3AC) u cunmemuueckue acmpocenvi (GO3CB)) moducho HazHawamsv OAUMenbHO
0J11 YMeHbULeHUsI NPOOOJIHCUMENLbHOCTNU U OOUTbHOCIU MEHCMPYATbHBIX 8bLOETEHUII.

B nepumenonayse npu namonocuu 3HOOMempus. U HATUYUU MAMOYHBIX KPOBOMEYEHUL

B03MOJICHO NposedeHue adaayUY IHOOMEMPUsL.
Mecto m1sg BBOna TekcTa.PekomMenpoBano mamuedrtaM ¢ bB B couetannu ¢ aHruogucIuiazuei
(BesiBIsiercst y 1,1-6,5% OonbHbIX ¢ KpoBoTeueHusiMu u3 JKKT) mpoBeneHHe JOKaNIbHBIX
reMOCTaTHYECKUX NPOLEAYyp, TAKMX KaK 3JIEKTPOKOAryJslus, SHIOCKOIUYECKas OCTaHOBKa
KPOBOTEUECHHSI C TIOMOINBIO JIa3epHON (POTOKOATYIALNU, aHTHOTpadusi C CEISKTUBHOU H
cynepceneKTuBHOM ambonm3anuei [41].

YpoBenb  yOenureqabHocTH  pekoMeHaamuii C  (YypoBeHb  J10CTOBEPHOCTH
JI0KA3aTeJIbLCTB 5).

Kommenmapuu: peyuousupyioujue siceny00uHo-KuuleuHvle KpogomeueHus 6e3 A36eHH020
anamuesa mozym Ovlme 00ycnosnenvl cunopomom Heyde, npu komopom umeemcs covemannas
namonocusi: aopmanvHwlll CcmeHo3, aHeUoOUCnIa3us u JHCeNYOOUHO-KULUEUHbIe
Kposomeyenus. llpuyunoii kposomouusocmu A6715emcs oceoanue KpynHolx mynomumepos VWF
Ha NOBPENCOEHHbIX AOPMANLHLIX KIANAHAX 8 30He UZMEHEHHO020 KPOBOMOKA U NOCHOAHHOL

NOBLIUEHHOU HA2PY3KU.
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4. MenMuMHCKas peadMINTALMA M CAHATOPHO-KYPOPTHOE JIeYeHMue,
MeIHIUHCKHE MOKA3aHUSI M IPOTHBONOKA3aHUS K IPUMEHEHHIO METOA0B
MeIMIHHCKON peaduIuTAMI, B TOM YHCJIe OCHOBAHHBIX HA MCIOJIb30BAHUH

NPUPOAHBIX JIeYeOHBIX (PAKTOPOB
Pexomenayercs manueHtam ¢ bB mpoBeneHune komiiekca peaOUIUTAIIMOHHBIX MEpPOMPUATHI
[47].

YpoBenb  yOenureqabHOocTH  pekoMeHaamuii C  (YypoBeHb  J10CTOBEPHOCTH
JI0Ka3aTeJbCTB 5)

Kommentapuu: npu BB 3 muna 603MOJCHO nopadicenue ONnOpHO-08USAMENbHOZO
annapama, CywecmeeHHo JUMUMUPYIOue20 COYUALbHYIO a0anmupo8aHHOCMb NAYUEeHMO8.
THayuenmam ¢ nopasicenHuem OnNOPHO-08USAMENbHO20 ANNAPAMA HeoOX00UMa peadurumayusl.
Paspabomka  peabunumayuonHvix — meponpusmuii  OOJINHCHA — NPOBOOUMbCS  COBMECHHO
CReyUuaIucmamu no peaburumayuu, Kypopmonocuu u 2emMamonioamu.

Jleuenue modxcHo npoeooums 6 CaHaMoOPHO-KYPOPMHBIX OP2AHUZAYUAX 8 KIUMAMUYECKOU
30He NPOAHCUBAHUSL NAYUEHMA, A MAKIICE HA DAIbHEON0SUEeCKUX KYPOPMAX.

Bosmooicno npumenenue memooos newebHotl puzKkyiomypsi u pusuyeckol peadurumayuu.
JewebHas QuU3KyIbmypa npu 3a001e6aHUsAX U MPABMAX CYCMAB08, MeXaHOmepanus npu
3abo01e8anusax u mpasmax cycmagos. Kpome mozo, mozym npumenamscs Memoovl annapamHotl
Quzuomepanuu, 6KUOUAS INEKMPOPOpe3 JIeKApPCMEEHHbIX NPenapamosd npu 3a0071e6aHUsxX
cycmaeos,  dnekmpogopes  UMNYIbCHLIMU — MOKAMU,  yibmpagoHnogpopes, obwas
MazHumomepanusi, 8030eUcmaue YibmpasgyKom.

Pexomenayercss manueHtaM ¢ bB mpoBeneHHE KON TCHUXOJOTHYECKON aJanTaiuu Uit
manuenToB ¢ bB [4,6,14].

YpoBenb  yOeaureqabHOcTH  pekoMeHaamuii C  (YypoBeHb  J10CTOBEPHOCTH
J0Ka3aTeJNbCTB 5)

Kommenrtapuu: [llkonvt ncuxonoeuueckoil adanmayuu 0ns nayuenmog ¢ bB - eadxcuwiil u
NnOOMEEPHCOCHHBIU NOOXO0 8 KOMHIJIEKCHOM Je4eHUl, HaANPAasieHHblll Ha a0anmayuio nayueHma K

XPORUYECKOMY 3a60ne8anuio.
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5. HpO(l)I/IJIaKTI/IKa H TUCIIAHCEPHOC HaﬁJIIOI[eHl/Ie, MEAUNINHCKHE ITIOKA3aHUA "

NMPOTUBOINIOKA3aHUsI K IPUMEHCHUI0 METOI0B l'[pO(l)l/lJIaKTI/IKI/I
Pexomenayercss manueHtam ¢ bB nucnaHcepHbIil mpueM (OCMOTp, KOHCYNbTallMs) Bpaua-
remaroJjora [6,9,14].

YpoBenb yOeauteabHocTH  pekomeHaauumii C  (ypoBeHb  [10CTOBEPHOCTH
J0KAa3aTeJIbCTB 5)
KomMmeHTapuu: yenecoobpazno npogeoerue OUCNAHCEPHO2O HAOMIOOeHUsT NAYUEHMO8 C
yacmomou 1 paz 8 200 011 MOHUMOpuUHea 3phekmusHocmu nPOBOOUMOL Mepanuu, OYeHKU
HAMUYUSL  HeJICeNAMeNbHbIX — SGIeHULl  NpU  NPOGeOeHUU  3AMEeCMmUMEeNbHOU  mepanuu U

1abOpaAmopHO20 MOHUMOPUH2A (NPU HEOOXO0OUMOCMUL).
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MecTo AJIs1 BBOJda TeKCTAa.06. Opranmaunﬂ OKa3aHus MCI{HHHHCKOﬁ nmomMouu

IMoka3anus 1Sl IJIAHOBOI FOCMUTAIM3ANMA B MeIMIMHCKYI) OPraHU3auIo:

1) maHOBOE ONIEpaTHBHOE JICUECHHE.
IMoxa3aHust VISl IKCTPEHHOM IrOCIUTAIU3ANMN B METUIIMHCKYIO OPraHU3ALMIO:
1) ’u3HEyrpoXkKaroliee KPOBOTEUCHHE;

2) nmpoBeIEHUE IKCTPEHHOTO ONIEPAaTUBHOIO BMEILIATENIBCTBA.

Iloka3aHusa K BbIIHCKE NAHEHTA U3 MeAUIMHCKOMI OpraHusanum:

1) nonHas ocTaHOBKa KPOBOTEUEHHUS.
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7. JonoaHuTeabHass HHpopManus (B ToM yucje GaKkTopbl, BJUSIOIINE HA

HCXO0/ 3a00J1eBAaHUS WJIH COCTOSIHMSA)

7.1 CToMAaTOJI0rH4ecKasi NOMOUIIb.

e Pexomenayercs nanuentam ¢ bB npoBoauTh MiIaHOBBIE CTOMATOJIOTUYECKUE OCMOTPHI |
paz Brox [2,4,25,41].

YpoBenb  yOenurTeqabHOocTH  pekoMeHaamuii C  (YypoBeHb  /10CTOBEPHOCTH
JI0Ka3aTeJbCTB 5).

KomMmeHnTapuu: oobiunbie ocmompul cmomamono2a u 4yucmka 3y008 Mo2ym npogooumbscs
be3 3amecmumenvrol mepanuu npenapamom paxropom cBepthiBanus kposu VIII + daxrtop
Bunnebpanna**. Oounarxo Heobxo00umo umems 6 Haiuyuu opyaue 2emocmamuyecKue npenapanmol
(Ampanexcamosyro kucnomy**). lna nayuenmos ¢ BB sajcho cobntodenue sueuenvt noaocmu
pma, umo nomozaem npeoomepamums pazeumue napoooHmosa u Kapueca. /[ns yucmku 3y606
HeobX00UMO UCNONIb308AMb MASKVIO 3YOHYVIO WEemK).

e PexoMenayercsi IpOBOIUTh MECTHYIO QHECTE3HIO y MALMEHTOB C Tskesnoi ¢popmoit bB
(T 3) ToNBKO TOCe BBeACHHS mpenapara (akTop cBepThiBanus kpoBu VIII + daktop
BunneOpanma**. Ilpu JierkoM KJIMHUYECKOM TEUYCHHWHM 3a00JIeBaHUS BBEICHUE
KOHIICHTPAaTOB (PaKTOPOB CBEPTHIBAHHS KPOBU HE SBISETCS O00s3aTeNIbHBIM, Iepell
MPOBEJCHUEM aHECTE3MH Yy JTOW TPYIIbl MAUUEHTOB PEKOMEHIYeTCs Tepamnus
#TpaHEeKCaMOBOM KUCIOTON™*, BHyTprBeHHO, B 03¢ 0,5 — 1 T (IpOoTHBOIIOKa3aHa ETAM
1o 1 roma) [1,2,14,30,41].

YpoBenb yOeauteabHocTH  pekomeHaauumii C  (ypoBeHb  [I0CTOBEPHOCTH
JI0Ka3aTeJNbCTB 5).

Kommenrapuu: Yoanenue 3yba unu Opyeue cmomamono2udeckue XupypeuuecKue
npoyeoypul 00NHCHbL BLINOJIHAMBCA NOCIEe KOHCYIbmayuu epada-zemamonoced. Ilpu obuupHuix
CMOMAamMOoNo2U4ecKux npoyedypax (Hai0HceHue ueos, yoaieHue MHO20KOPHEBbIX 3Y008) Moicem

NnoHA00OUMbCA cocnumanusayusl nayuerma 6 cmayuonap.

7.2 Benenune namyeHTok ¢ 6B Bo BpeMsi 0epeMeHHOCTH M POJIOB

e Pexomenayercss BceM OepeMEHHBIM S>KEHIIMHAM C YCTAaHOBJIEHHBIM AuarHo3oM bB
IpoBeJeHHEe Tepamuu mpenaparoM ¢(akrtop cBepThiBanus kpoBu VIII + dakrop
Bunnebpanna** npu ponopazpemenuu. [Ipu ectectBeHHOM posiopaspenienuu B go3e 10-
40 ME/Kr ¢ HagaJioM peryJsipHON POJOBOM IeATENbHOCTH, nanee — B go3e 15-20 ME/kr
moclie OTICNICHHs Tociena, yepe3 8-12 gacoB mocie pomoB — 20-25 ME/kr, 3arem B

teueHue 3-x aHeit B mo3e 10-30 ME/kr. Ilpu omepaTHBHOM poJOpa3pelIeHHH TEPBOE
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BBEJICHHE TpernapaTa 3a 60 MUHYT 10 Havasa onepamnuu B qo3e 20-40 ME/kr, nanee — npu

ymuBaHu# panbl B 1o3e 10-15 ME/kr, uepes 6-8 yacoB nocie okoH4aHus onepanuu — 20-

25 ME/xr, nanee — 15-30 ME/kr npu HaTMuuu reMopparuyeckoro cuaapoma. B ciydae

MOBBINICHHOW  KPOBOTOYMBOCTH ~ PEKOMEHIYETCSl  JIOTIOJHHUTEILHOC  HA3HAYCHHE

#TpaHeKCaMOBOM KUCTIOTHI, BHYTPh B 03¢ 1,5 — 3 r/cytku [14,33,34,41,51].

YpoBenb  yOenureabHocTH  pekoMeHaamuii C  (YypoBeHb  J10CTOBEPHOCTH
JI0KA3aTeJIbLCTB S).

KommMmenTapuu: cnocobd poodopaspewenuss onpedensiemcs no axKyulepckum HOKA3AHUSAM.
s onpedenenusi maxmuxu nposedenus mepanuu 8 pooax npu bB yenecoobpazno ucciedosanue
AKMUBUPOBAHHO20 YACMUYHO20 MPOMOONIACMUHOB020 8PEMEHU, UCCIe008aHUe AKMUBHOCU U
ceolicme Gaxmopa Bunnebpanoa 6 Kposu, ucciedogamue YpoeHs aHmuceHa @axmopa
Bunnebpanoa, onpeodenenue axmuenocmu ¢akmopa VIII. Heobxooumo Habnwooenue 3a
nayuenmramu ¢ bB ¢ cmayuonape 6 meuenue 7 Oueti nociie pooopaspeuleHus.

7.3 BB v HOBOPOKI€eHHLIX

e PexoMeHI0BaHO TIOCTIE pOAOpa3peUIcHUS y ManmueHToKk ¢ BB otoOpath oOpasern
MYIMOBUHHON KPOBM B MPOOHPKY C LIUTPATOM HATpus IJis OMpeAeNiCHUS aKTHBHOCTU
(hakTopoB CcBepThHIBaHUS KpOBHU. IIpm oOIeHKE pe3ylbTaTOB HEOOXOJMMO YUYUTHIBATH
BO3pacTHbIE 0COOEHHOCTHU. J|0 MOMEHTa TMAarHOCTUKU Yy HOBOPOKJAEHHBIX C 0KHJ1aeMOM
BB xenatenbHO BO3JEPKATHCS OT BEHEIYHKIUH (TONBKO [uisi tuarHoctuku bB), or6opa
00pa31oB KaMMWIIIPHON KPOBH U JPYTUX MHBA3UBHBIX MaHUITYJISU [6,14,22,29].
YpoBenb  yOenuTelbHOCTH  pexkoMenaanuidi B (ypoBeHb  10CTOBEpHOCTH

JI0Ka3aTeJbCTB 3).

Kommentapuu: [lockonvky BB 6 6onvuiuncmee ciyyaes nHaciedyemcs no aymocoMHO-
OOMUHAHMHOMY Muny, 3a00/1e6anue Mo2ym Haciedosams oemu 0boux nonos. Tem He menee,
00p0008y10 duaznocmuky BB 00biuno He npo8oosm, NOCKOILKY PUCK pa36UmMusi KpOBOMeUeHUll )
HOBOPOIHCOEHHBIX 8 OOLUUHCIGE CTYYAe8 HEBEUK.

Taoicenyio gpopmy (mun 3) BB mooicHo ouaznocmuposams cpasy dHce nocie potcoenus no
00pasyy NYynoGUHHOU Kposu, O0OHAKo oOonee Jjeekue Gopmul BB  ouacnocmuposamsv y
HOBOPONCOEHHO20 NPAKMUYECKU HEBO3MONCHO, NOCKOIbKY NOCe podcoenus Konyenmpayus vVWF
3HauumenvbHo nosviuiaemcs. Hopmanenwviti pe3ynomam mecma moxcem MACKUpPO8aAmy JIe2KyH0

@opmy BB. Ilosmomy obcrnedosanue pebenka ciedyem omioAiCUmy Ha HECKONbKO MeCAYEs.

7.4 Baknyuganus
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PexomengoBano mnanueHntaM ¢ bB mpoBeseHue BakuMHANMM B COOTBETCTBUM C
HallMOHAJIbHBIM KaJleHAapeM NMPOPHIaKTHUECKUX MPUBUBOK [35].

YpoBenb  yOeauteabHocTH — pekoMenaanuidi C  (YypoBeHb  /I0CTOBEPHOCTH

JI0Ka3aTeJabCTB 5).

KomMmenTapuu: npu eakyunayuu npeonoumenue omoaemcs NOOKONCHOMY B68e0eHUI0
BAKYUHBI NO CPABHEHUIO C BHYMPUMbBIUEYHBIM ULU SHYMPUKONUCHbIM. Henv3si nposooumv
BaAKYUHAYUI0 80 pems Kpogomeuenus [35].

7.5 He:xxkeaaTeJbHass MeAHKAMEHTO3HAS Tepanus

He pexomengoBano namueHTam ¢ bB npuMeHneHne aHTUTPOMOOTHYECKHUX CPEJICTB BHE
aOCOJTIIOTHBIX MMOKa3aHui [36].

YpoBenb  yOeaureqabHocTH  pexoMeHganuii  C  (ypoBeHb  JOCTOBEPHOCTH

JA0KA3aTeIbCTB 5).

7.6 O0vyeHue NALMEHTOB U YJICHOB UX ceMeil

ObyyeHue nayueHmos u uieHo8 Ux cemelli — HeobXo0umMoe yciosue obecnedeHus
aoekgamuou nomowu 601oHviM BB. Obyuenue Hayunaemcs cpasy nocie yCmaHo8ieHus OuacHo3a
U NPOBOOUMCSL HA NOCMOSIHHOU OCHO8E 8PAYAMU U MEOUYUHCKUMU CECMPAMU YEeHMPA, 8 KOMOPOM
nabnooaemcs nayuenm. Obyuenue npogooUmMvbCs UHOUBUOYANbHO NPU NOCEUWEeHUU YeHmpa U 6
PAMKAX NayueHmcKou WKOJbL.

OcnosHvle HanpagnieHus o0yuYeHus nayueHma u 4ieHog e2o0 cembvu: umo maxoe BB,
ocobennocmu demeti, cmpadaowux BB, Hagviku oyenKku cocmosnus peOenKa, Ha8blKU OYeHKU
CUMNIMOMO8, XapaKmepa u msajicecmu KposomeueHus, Xxpanenue U UCnoib308aHue KOHYeHmpamos
Gakmopos ceepmulgaHusi Kposu, NOKA3AHUAL U O003bl 3AMECUMENbHOU Mepanuu, HAGbIKU
npogedeHuss UHQGY3UU 8 OOMAWHUX YCIOBUSX, YX00 3d GEHAMU, HNpUMEHeHUe Opyeux
2eMOCMAamuyecKux npenapamos, Quuyeckas aKmueHOCHb, NCUXON0SUYECKAs U COYUANbHASA
aoanmayusi, NPOPECCUOHATbHASL OPUCHMAYUSL, IOPUOUYECKUE ACNEeKMbl.

THomumo epaueii u medcecmep K 00VHeHUIO NAYUEHMOB U YJIeHO8 UX ceMell He0OX00UMO
NPUBIEKAMb NCUXON0208, IOPUCIOS U YLEHO8 0DWECTBEHHbIX OP2aAHU3AYUL, NPEeOCMABIAIOUUX

uHmepecnsl OO0IbHBIX C HAPYWEeRUAMU ceeEPMblEAHUSL KPOBU.
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KpnTepuH OIICHKHU Ka4YeCTBa MeI[I/IHI/IHCKOﬁ nmomMoiu

Kpurepun xkayecrsa

Onenka

(na/uer)

BbINTOJTHCHU A

Beimonzen npuem (0cMOTp, KOHCYJIbTALMS) Bpadya-reMaTosora
NEpBUYHBIA  (IPpY  HEOOXOJAMMOCTH — TOBTOPHBIA)  JUIS

BepU(UKaLUU JUArH03a U ONpeIelIeHUs TAKTUKH Teparnuu

Jla/aer

Boinonnen  oOmwmii  (KIMHUYECKHWI) aHalnu3 KpPOBU U
HCCIIeIOBaHKE YPOBHSI TPOMOOLIUTOB B KpPOBH

ABTOMATU3HWPOBAHHBIM METOAOM IIPHU JUATI'HOCTUKE

Ja/uer

BeimonHeHa koarynorpaMmma (OpUEeHTHPOBOYHOE UCCIICIOBAHNE
CHCTEMBl T'€MOCTa3a): aHaJlW3 aKTHBHPOBAHHOTO YaCTUYHOI'O
TPOMOOILTACTUHOBOTO BPEMEHH, MPOTPOMOMHOBOTO BPEMEHH,
WCCIICIOBaHNE YPOBHS (DUOPHHOTCHA B KPOBHU, MCCIICIAOBAHUE
aKTUBHOCTH M CBOWCTB (pakropa BuiuieOpanma, uccieaoBaHue
ypoBHS aHTHTeHa QakTopa Bwinebpanna, omnpenencHue

aktuBHOCTH aktopa VIII B CBIBOPOTKE KPOBH NPH JUATHOCTUKE

Jla/uet

Bremonsensl HHCTPYMCHTAJILHBIC HUCCICO0OBaHUA JJIA
YTOYHCHHA HCTOYHHKaA KPOBOTCUYCHU S n OIIpEACIICHUA

BBIPAXKCHHOCTH KIIMHUYCCKHUX HpOHBJ’IeHI/Iﬁ

Ja/uer

BoimonHeHo Ha3zHayeHWe Tepamuu Ipenapatamu:  (akTop
ceepteiBanust  VIII + dakrop Bummmebpanga**, dakrop
CBEpPTHIBAHUS KpOBH VIII, KPHUOTIPELIMITUTATOM,

#TpaHekcaMOBOM KUCIIOTON** MpH HANWYNK MOKa3aHUN

Jla/aet

BeimonHeHo — Ha3HaueHWe — MPOQMIAKTUYECKOM  Tepamuu
npenapatoM (¢Gakrop cepTeiBaHus kpoBu VIII + dakrop

BuneOpanna™* npu Hanumuy moka3zaHui

Jla/aer
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Ipunoxenue A2. MeTonoJi0rusi pa3spadoTKi KJIMHUYECKUX
peKOMeHIau i

IleaeBasi ayINTOPHUSA JAHHBIX KJIMHHYECKHX PEKOMEHIAIIMM

Bpauun-remarosioru
Bpauu-neauatpsr
Bpauu-tepanesTsl
Bpauu-xupypru
Bpauu-cromaromnoru
Bpauu-oropuHonapuHronoru

Bpauu-TpaBMaTOIOrU-0pTOIEAbI

Tab6anna 1. [1Ikana oeHKH ypoBHEHN 10CTOBEpHOCTH JloKa3zaTenbeTs (Y /1) i metonoB

JUAarHOCTUKH (I[I/IaFHOCTI/I‘IeCKI/IX BMCHIaTeJ'II)CTB)

YA

Pacumiugposka

1

Cucremarnueckue 0030pbl UCCIEIOBAHUN C KOHTPOJEeM pedepeHCHBIM METOAO0M HIIH
CHCTEMAaTUYECKHi 0030p PpPaHAOMH3UPOBAHHBIX KIMHUYECKHX HMCCIECIOBAHUN C

IMIPUMEHCHUEM METa-aHalIn3a

OTnenbHBIE UCCIEIOBAaHHUS C KOHTPOJIEM pedepeHCHBIM METOJOM WM OTJENIbHBIC
paHIOMU3HUPOBAaHHbIE KIMHUYECKHE MCCIEOBaHUS M CHUCTeMaTHyeckue 0030phl
UCCIIEOBAaHMM  Jr000ro  au3aiiHa, 3a  MCKIIOUYEHUEM  PaHIOMU3MPOBAHHBIX

KIMHUYCCKHUX HCCHGHOB&HHﬁ, C IPUMCHCHUEM METa-aHaJIn3a

HccnenoBanus 06e3 IOCIIEAOBATENBHOIO KOHTPOIS PEe(HEpPEeHCHBIM METOJOM HIIH
UCCIIEIOBaHMUSI € pe(QEepeHCHBIM METOJIOM, HE SBIIAIOIMMCS HE3aBUCHUMBIM OT
HCCJIEYEMOT0 METO0/1a UIN HEPAHOMU3UPOBAHHBIE CPAaBHUTENIbHBIE UCCIIEA0BAHNUS, B

TOM YHUCJIE KOTOPTHBIC UCCICAOBAHNA

HeCpaBHI/ITCJIBHbIe HCCIICA0BaHNU, OITMCAHNUEC KIIMHUYCCKOTO ClIydas

Hmeercst numb 000CHOBaHHE MEXaHHU3Ma HeﬁCTBHH HJIX MHCHHUC JDKCIICPTOB

Tabauna 2. [Ilkana olleHKH YpoBHEH JOCTOBEpHOCTH Joka3zarenbeTs (Y 1J1) mis meTomoB

NpOHUIAKTUKY, JICUCHHS U peadumuTannu (MpouiIakTHIecKux, Je4eOHbIX, peabuIUTaMOHHBIX

BMEIIIATEIHCTB)
YA Pacuugposka
1 | Cucremaruyeckuit 0630p PKU ¢ mpumenenneM MeTa-aHanmsa
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2 Otnensupie PKU u cucrematudeckue 0030pbl HMCCIEIOBaHUN THOOOTO Au3aifHa, 3a

uckimoueHnneM PKU, ¢ npuMmenennem mera-aHanusa

3 HepaHI[OMI/I?»I/IpOBaHHBIC CPaBHHUTCIIbHBIC HCCIICAOBAaHMA, B T.4. KOT'OPTHBIC

HnCCiaca0BaHus

4 HeCpaBHI/ITeHLHHe HCCJIICA0BAHUS, OITMCAHUC KIIMHUYCCKOI'O ClIydas UJIh CEPpHUU CIIYyUacCB,

HCCIIEIOBAHMSI «CITy4ail-KOHTPOIb

5 HNmeercst nuiis 000CHOBaHHE MEXaHH3Ma JEUCTBHUS BMeEIIATEILCTBA (,Z[OKJ'II/IHI/I‘ICCKI/IG

I/ICCJ'ICIIOBaHI/IH) HJIM MHCHUE SKCIICPTOB

Tabauna 3. Illkana onenku ypoBHel yOenuTenbHOCTH pekoMeHaauui (YVYP) nmns
METOJIOB TMPO(UIAKTUKU, TUATHOCTHKH, JEYeHUs U peadunutanuud (mpodUIaKTHUYECKUX,
JTUArHOCTUYECKUX, JICUeOHBIX, PeaOMINTAIlMOHHBIX BMEIIATEIHCTB)

YYP Pacuugposka

A CunpHast pekoMeHAalus (Bce paccMaTpuBaeMble KpUTepuu 3(P(HEKTUBHOCTH
(Mcxompl) SBIAIOTCS BaKHBIMH, BCE HCCIICJIOBAaHUS MMEIOT BBICOKOE WIH
YIOBJIETBOPUTEIIBHOE  METOJ0JIOTMYECKOe  KadecTBO, MUX  BBIBOABI IO

HHTCPCCYIOIIUM UCXOHAaM SBJIAIOTCA COT HaCOBaHHHMI/I)

B VYcnoBHas pekomeHaanus (He Bce paccMarpuBaeMble KpuTepuu 3G pekTuBHOCTH
(McXompl) SBISIOTCS Ba)KHBIMU, HE BCE HCCIIEAOBAHUS MMEIOT BBICOKOE MWIIH
Y/IOBJIETBOPUTEILHOE METOJOJOTHYECKOE KadeCTBO W/MJIM MX BBIBOABI IO

HHTCPCCYIOIIUM UCXOAaM HE SABJISIFOTCA COFJ'IaCOBaHHLIMI/I)

C Cnabast pekomeHAanus (OTCyTCTBUE JOKA3aTEIbCTB HAJICKAIIETO KauecTBa (Bce
paccMarpuBaemMble Kputepuu 3pGHEeKTUBHOCTH (HMCXO/IbI) SIBISIFOTCSI HEBAXKHBIMH,
BCE MCCIICIOBAHUS UMEIOT HU3KOE METO0JI0OTNIECKOe Ka4eCTBO M MX BBIBOJIBI ITO

HHTCPCCYIOIIUM UCXOAaM HE SABJISIFOTCA COFJIaCOBaHHLIMI/I)

Iopsaok 00HOBIEHNS KINMHUYECKUX PEKOMEH aluii.

Mexanu3sm  OOHOBJIEHHS ~ KJIMHHMYECKMX  PEKOMEHJIAlUN  IpelycMaTpUBaeT  HX
CHUCTEMATHUYECKYIO aKTyalIM3alli0 — HE PEXEe YeM OJIMH pa3 B TPU I0Jia,a TaKKe MPU NOSIBICHUU
HOBBIX HAHHBIX C ITO3UIIUHN I[OKa?;aTeJ'IBHOﬁ MCOUIIUHBI I10 BonpocaM JAUArHoCTHUKH, JICUCHUA,
NpOPUIAKTAKK W peadWIMTAllMd KOHKPETHBIX 3a00JieBaHWM, HAIWYUU OOOCHOBAHHBIX

JIOTIOJTHeHNI/3aMe"anuii K panee yrBepka¢HubM KP, Ho He wame 1 pa3a B 6 Mecsiies.

39



HpI/IJIO)KeHI/Ie A3. Cl'[paBO‘lHl:.Ie MaTepualbl, BRKJIKYasd COOTBETCTBUE

NMOKAa3aHMil K MNPUMEHECHUIO " leOTI/IBOIIOKaZiaHI/Iﬁ, CIoco0oB NMPUMEHCHUA U

03 JICKAPCTBECHHLIX NpenapaToB, MHCTPYKIMHA IO IPUMECHECHHU IO

JEKAPCTBCHHOIO IMpenmaparTa

IIpuaoxenue A3.1. JIaGopaTopHbIe KPUTEPUH THIIOB 00J1e3HH Buijieopanaa

Tun Oone3nn BusuieOpania

Hccnenosanue
1 2A 2B M 2N 3
KonungecTso
ponGowTOD N N V/IN N N N
AUTB TN TN TIN TN T/N T/N
FVIIL:C L/IN V/N V/N V/N \ <10%
vWF:RCo \2 <20% \J \J N/{ <5%
vWF:Ag \ V/IN VIN V/IN N/{ <5%
vWF:CB L/IN W \J V/N N/{ <5%
OTtHomieHHE
vWF:RCo / >0,7 <0,7 <0,7 N/ >0,7 BapuabebHo
vWF:ag
RIPA J/N J/N T mp s $/N N OTtcyTcTBYyeT
KOHIICHTpAIHH
IIponoprtu CHIKEeHHE CHmkeHne N (% N OTCyTCTBYIOT
OHaJIBHOE (oTcyTcTBUIER) (oTcyTcTBHE) aHoOMaJIb
MynbTUMEpPBI CHUXEHUE TSOKENBIX WA TSOKEIBIX WITH HBIC
vWF BCEX TSDKENBIX U TSDKENBIX U TTOJIOCHI)
bpaxiuii CpeaHUX CpeIHHIX
(penxo N) MYJIbTHMEPOB MYJIbTHMEPOB
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IIpunaoxenue A3.2. 3amecTureabHass npodbuaakTnyeckas repanus npu 6B

Ho3za dakropa Pemenwne
cBepThiBaHUA kKpoBu VIII+ BOIIpOCa O
[Tokazanue Pexunm
dakropa Bumieopanga** Havaje
ME/kr PO UIaAKTHKH|
2-3pazaB  |HOCIE IEPBOTO
I"'emapTpo3bl 20-50
HEZIEII0 KPOBOTEUEHHUS
KenynouHo-KUIIEYHbIE
2-3 paza B nocie 2-x
KpOBOTEYEHMS BEyIHE 2040
HEZIEII0 KPOBOTEUECHUI
K aHEeMH3allUH
HocoBbie/u3 cnusuctoit nociie 3—4
2-3 pazaB
POTOBOM IIOJIOCTH, 2040 KpPOBOTEUECHUI
HEZEII0
BEIyIME K aHEMHU3AIUU B I'OJl
€XEITHEBHO B JeByiku u
Menopparuu,
teueHue 3—4 YKEHILMHBI
MIPUBOJISAIINE K 20-50
JTHEH BO BpeMs | IE€TOPOTHOTO
aHEeMU3aIuu
MEHCTpYyaIuu BO3pacTra
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IIpuiaoxenne A3.3. I'emocrarndeckass Tepanus 1o TPeOOBAHUIO NPH PA3JIHYHLIX

BHUJ1AaX KPOBOTCUYCHUSA

Jlo3a daxTopa

CBCPTBIBAHUA KPOBU

IToxa3zanus VIII+ ¢akxTopa PexxuMm BBeneHus Hens
Bunnebpanma**
ME/kr
Jlerkue xpoBoTEUEHUS U3 0OBIYHO OcranoBka
20-40
CJIU3UCTHIX (HOCOBBIE, JIECHEBBIE) OJTHOKPATHO KPOBOTEUYEHMSI
CrionTanHble WK 1-2 pazaB cyT ¢
OcranoBka
ITIOCTTPABMAaTH4YECKUE YMEPEHHBIE 2040 MHTEPBAJIOM B
KPOBOTEUYEHMSI
KpPOBOTECUCHUS 12-24 4
2 paza B CyT C
MHTEPBAJIOM B 12 OcranoBka
JKuzneyrposxaroiyue KpoBOTEUEHUS 30-60
4acoB HE MEHEE 5 | KpOBOTCYEHUS
oHEN
0OBIUHO OcraHoBka
VY nanenue 3y6a 2040
OJITHOKPATHO KPOBOTEUYECHMSI
CHmxenue
MHTEHCUBHOCTHU
Kaxaple 24 4 B
BbIJIEJICHUH C
Teyenue 2—4 nHew,
MeHopparus goiasiie 7 CyTOK WIH [ocaeayronen
B 3aBUCUMOCTH OT
MIPUBOAIIAS K aHEMU3ALUU 20-50 OCTaHOBKOM
JUINTENbHOCTH
menses B
KPOBOTEYCHHUS

COOTBETCTBHH C
HOpMaJIbHBIM

OUKIJIIOM
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Ilpuiaoxenne A3.4. Kiaaccudukanyss MHBA3UBHBLIX NpoHeayp M ONEPATHBHLIX

BMENIATEIbCTB B 3aBHCHMOCTH 0T ACCOIMMPOBAHHOIO0 PHCKA KPOBOTEYEHMIA.

OHepaTHBHBIe BMCIIATCJIIBCTBA OHepaTI/IBHHC BMCIIATCIIBCTBA

C HU3KUM PUCKOM KPOBOTCHUCHUA C BBICOKHMM PUCKOM KPOBOTCUCHUA

CToMAaTOJOrHYeCKHUe BMEIIATEILCTBA

Maibie  CTOMATOJIOTUYECKUE BMENIATENLCTBA | YianeHue 3y0oB.
(mpodeccronanbHas THUTHEHWYECKas YHCTKa, | YnameHue 3y0a ¢ 2 u OoJiee KOPHIMH.

yAajleHue 3y6HOI‘O KaMH4, JICUCHUC Kapueca u XI/IpprI/I‘{eCKOG JICUCHHUC TAapOJOHTO3a.

T.J.). BckphiTre abcieccoB JIECHBI.
Amnecresnsi. Wmrmmanramus.
OO6mrast Xupyprus

Manble JepMaToJIOTUYECKHEe BMemaTeNnbCTBa | BekphiTHe M caHarms abCieccOB MATKUX TKaHEH,
(ynaneHne manuiioM, OMOTICHST KOXKH). KapOyHKYJIOB, QypYHKYJIOB U T.1.
Junarnoctryeckune 3HIOCKOIMYECKIEe Junarnoctuyeckue SHJOCKOIMYECKUE
BMeIIaTeNIbcTBA 0Oe3 Oworcuu (TacTPOCKOIHSA, | MPOIeAyphI C OMOTICHEH.

KOJIOHOCKOITHS U T.1I.). broncus MAPEHXIUMATO3HBIX OpraHoB
VYpaneHne CcUCTEM LEHTPAJBHOTO BEHO3HOTO | (TIEYCHU/TIOYEK).

JIOCTyTIA. Buoncus npeacrarenbHON Kene3bl MM MOUEBOTO
My3BIpSI.

CrnoxxHasi D3HIOCKOMHUS M JHAOCKOIHYECKOE
yaajenne HoBooOpazoBaHuii cim3ucThIx KKT
(monumKTOMHSL, CHUHKTEPOIKTOMHUS).
JlromOanbHas MyHKIHUS.

AOIoMUHaNIBHASI XUPYPTHUSL U XUPYPIUs TOJIOCTH
Taza.

Heitpoxupypruueckue BMeaTeIbCTBa.
VYponoruueckne BMENIATENHCTBA, B TOM YHCIIE
JUCTAHIIMOHHAS TUTOTPHUIICHS.
HupkyMum3nsuuy (M30J0UsI JIETOYHBIX BEH H
zp.).

Karerepuzarus MOJOCTEeN cepaua
upe30epeHHBIM JOCTYIIOM.

AlGnanus npu CyTpaBEHTPUKYIAPHON
TaxUKapauu.

VMIutanTanust BHyTpUCEPACUHBIX YCTPOMCTB.

Katertepusarius cep/ia 4epes JIy4IeByo apTepHio.
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CepaeqHO-COCY TUCTRIC u

BMCIIATCJIIbCTBA.

TOPaKaJIbHBIC

OpTOHe,I[I/I‘leCKI/IC 1 TPaBMATOJIOTHYCCKUC BMCIIATCIILCTBA

APTpOCKOTTNYECKIE MAaHUTTYJISIIIH.
CHHOBIKTOMUS XUMHYECKAS.
Ilynkuus cycrasa.

BHpaBJ’ICHI/Ie BBIBHUXOB.

CHHOBIKTOMHUS apTpOCKONMMYECKas.
Bnpasnenue nepenoma.
OHJONIPOTE3NPOBAHNE CYCTABOB.
OTKpBITBIH OCTEOCUHTES.

VY 1aneHue nceBao0ImyX0JId.
[InacTuka cBA304YHOTO armapara.
KocTHO-nmacTuueckne omnepanuy Ha OIOPHO-
JIBUTATEIILHOM ammapare.
ApTponn3 KpyIHBIX CyCTaBOB.

AMHyTaHI/Iﬂ KOHCYHOCTH.

Jlo3a daxTopa

CBCPTBIBAHUA KPOBU

IToxa3zanus VIII+ ¢akxTopa PexxuMm BBeneHus Hens
Bunnebpanma**
ME/kr
Jlerkue kpoBoTEUEHUS U3 0OBIYHO OcranoBka
20-40
CJIU3UCTHIX (HOCOBBIE, JIECHEBBIE) OJTHOKPATHO KPOBOTEUYEHMSI
CrionTaHHblE WK 1-2 pazaB cyT ¢
OcranoBka
IIOCTTPABMAaTUYECKUE YMEPEHHBIE 20-40 HMHTEPBAJIOM B
KpOBOTEUYEHMS
KpPOBOTECUCHUS 12-24 4
2 paza B CyT C
MHTEPBAJIOM B 12 OcranoBka
JKuzneyrposxaromye KpoBOTEUEHHU S 30-60
4acoB HE MEHEE 5 | KpOBOTCYEHUS
HEN
0OBIYHO OcraHoBka
VY nanenue 3y6a 20-40
OJITHOKPATHO KPOBOTEUYECHMS
Kaxxnaele 24 4 B CHuxenue
Menopparus fomisiie 7 CyTOK UIu TeyeHue 2—4 nHel, | ”THTEHCUBHOCTU
NIPUBOAIIAS K aHEMU3ALUU 20-50 B 3aBUCHMOCTH OT | BBIICIICHUN C

JJIIUTCIBbHOCTU

KPOBOTECUCHUS

MOCIEAYOLIEN

OCTAaHOBKOU
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menses B
COOTBETCTBHH C
HOpMAaJIbHBIM

OUKJIOM

IIpujo:xkenue A3.5. 3amecTuTesbHAsI NEPHONEPANMOHHAS Tepanus IMpenaparom

¢axrop cBeprbiBanus kpoBu VIII + paxTop Bunnnedbpanga**.

PazoBas no3a gakTopa cBepThIBaHUS Lenb
OneparuBHOE
kposH VIII + paxTop Bunnedbpanga™*,
BMEIIATCILCTBO
ME/xr
[Tepen BMemaTeasCcTBOM
u 36 yacoB nocie
Harpysounas no3a: oguokparso 3a 1 vac | FVIII:C u vWF:RCo >
bonpmoe
o BMemarenscTa 5060, 80 %
XUPYPTHIECKOE
nojaeps;xkuBaronias no3a: 25-30 x 2 pasza B Ha ¢one
BMEIIATCILCTBO
CYTKH MO IeP>KUBAIOIIEH

tepanuu: FVIIL:C > 50

% B Teuenue 7-10 quen

Manoe xupypruueckoe

BMCIIAaTCIBCTBO

Harpy3ouHnas 103a: 0IHOKpaTHO Tiepen
HayajoM BMmemarenbscTBa 30-50,
nojiep kuBatomas go3a: 15-25 x 2 paza B

CYTKH

ITepen BMemaTeasCTBOM
FVIIL:C u vWF:RCo >
50 %

Ha ¢one
MOICPKUBAIOIIICH
Tepanuu: MoAAepKaAHHE
CyOHOpPMaTBHBIX
3nauenuit FVIII:C B

TeyeHue 7 nHeu

IHpuiaoxenue b. Anropurmbl JelcTBUI Bpaya
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MNaumneHT ¢
nopo3pexHnem Ha BB

[uarHocTuka

[uarHoa
noaTeep¥aeH?

#Tpanekcamosan kucnota™
IrecTareHbl U CHHTETUYECKUE
3crpnrﬂub|fno><anbuas| Tepanua

Mowck apyrux
NPHUYUH HapyLUEHWA
remMocrasa

TaxensiA
tenotun BB

DdakTop ceepTbiBaHvs Kpoeu VI +
thakTop Bunnebpanga™ no
TpeboBaHuio + #TpaHekcamoBasn
Kucnora*™

MpoaonxuTe
Tepanuw

Ectb oTBET?

®akTop ceepTbiBaHuA kposu VIII +
MpoaonkuTL Tepanuw EcTb oTBET? thakrop Bunnebpanaa*™
npodunakTUieckas Tepanus

IIpusoxkenue B. Undopmanus ajs mnaumeHra
Y OonbHbIX Oone3nbto BumneOpanga (bB) OwiBaloT BHYTpEeHHHE W Hapy)KHBIE
KpPOBOTCUYCHUA. MHoOro4ucjicHHEbIE KpPOBOTCYCHUA B OAHOM U TOM KC CYyCTaBC MOT'YT IPUBCCTU K
€ro MOBPEXJCHUI0 U 00JeBbIM olylieHusM. [loBTopsromuecs KpoBOTEUEHHsSI MOTYT BBI3BAaTh
Apyruc 3360HCBaHI/ISI, TAKUC, KaK apTpUT, IpHU KOTOPOM 3aTPpyAHACTCA x01[56a WJIN BBITIOJIHCHUC
JPYTUX MPOCTHIX ACUCTBUM.
BryTpucycTaBHbIe, BHYTPUMBIIICYHbIE KPOBOTEYEHHUS MPOUCXOAST 4Yalle BCEro B

YKa3aHHbIX 30HaXx.

Kaxk seuar 6oabnbIX BB?

B mnacrosmee Bpemsi jneueHue BB Beckma addextuBHo. Hemoctaromue QakTopsl
cBepteiBanusi kpoBu VIII m dakrop BumneOpanga BBomuTcss myTeM uHBbeKknuu. Kornma
JOCTAaTOYHBIA 00BEM (pakTOpa CBEPTHIBAHUS KPOBHU JOCTUTAET TOBPEXKACHHOTO MeECTa,
KpPOBOTEUECHHUE MTPEKPALAETCS.

Jleunte KkpoBOTEUEHUE OBICTPO!

HeszamennurensHoe ne4eHUE MOMOXKET YMEHBIIUTH OOJb M TMOBPEKICHUE CYCTaBOB,
MBI ¥ opraHoB. [Ipy He3aMe T TETbHOM JICUEHUH JIJIT OCTAHOBKH KPOBOTEUCHHUS MTOHAT00UTCS
MeHbIIe (PaKTopa CBepTHIBAHUS KPOBH.

Ecmmu comueBaeTecr — Jieunte!

Ecnu Bam xaxkercs, yto y Bac Hauasioch KpOBOTEUEHHE, JIEUYUTE €T0 J1aK€ B TOM CiIydae,
korja Bel B 3TOM He yBepeHbl. Hukora He )auTte, oKa CycTaB BOCHAIUTCS, OyXHET U CTAHET

6osets. He mymaiite 0 TOM, YTO JIe4YeHHE MOXKET OBITh «HAIIPACHBIMY.
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PagukansHOTO cpenctBa oT bB moka HeTr, HO mpH JieYeHWW OOJIBHBIE MOTYT BECTH
3JI0POBBII 00pa3 KU3HHU.

be3 neuenust 60abHBIM ¢ TsDKENOU hopmoii u 3 TurmoM bB MoxkeT ObITh TPYIHO PETYISPHO
XOJUTh B IIKOJY WJIK Ha pa60Ty. Ounu MOT'YT CTaTb (I)I/I3I/I‘-I€CKI/I HCIOJIHOLICHHBIMHU, Y HUX MOTYT
BO3HUKATh MPOOJIEMBI ITPH X010€ WIIN JPYTUX MPOCTHIX NEHCTBUSAX, THOO0 OHU MOTYT YMEpPETh B

paHHEM BO3pacTe.

Korna cienyer npuderats K Je4eHHI0?

Jleuenue TpebyeTcs B CIEAYIOUIUX CIyYasax:

. IIpY BHYTPUCYCTaBHOM KPOBOTEUEHUH;
. IIpY BHYTPUMBIIIEYHOM KPOBOTEUEHHH, OCOOCHHO B 00J1aCTH PYK U HOT;

. IIPY paHEHUAX LIEH, PTa, A3bIKA, JINLA WIX IJ1a3;

. IIPU CUJIBHBIX YIINOAX rOJIOBbI U HEOOBIYHOW FOJIOBHOM 00I1H;

. pH1 OOMJIBHBIX MJIM MIOCTOSTHHBIX KPOBOTEUEHMSX B JIFOOOM MECTE;

. IIPU CUJIbHOM 0OJIM WJIM OIyXaHUHU JH0O0ro MecTa;

. IIPU JTFOOBIX OTKPBITHIX PaHaX, KOTOpbIe TpeOyeTCsl 3allluBaTh;

. nocjae Jio0Oro HECYAaCTHOrO ciydas, B pPE3ylbTare KOTOPOIO MOXKET

BO3HUKHYTh KPOBOTCUCHUE.
Jleuenue Tpebyercs nepe:
. XHPYPTUYECKON OmepaIueid, BKIYas CTOMATOJIOTHYECKYIO;

. JNENUCTBUAMM, KOTOPBIE MOTYT BBI3BaTh KPOBOTCUCHHUE.

Korna neyenune, BO3M0:XHO, He TpedyeTcs?

VY nereit, 60npHBIX BB, yacto 6bI1Bat0T HEOOBIINE CCAUHBI, HO OOBIYHO OHHU HE OIMACHBI.
OxHako ccaMHBI HA TOJIOBE MOTYT MMETh 0oJiee TsKEIbIe TOCIEACTBHS, TOITOMY HUX JIOJIKHBI
OCMOTPETH MEJCECTPa WU Bpady — CIEIUAIKUCTHI B 00sactu bB.

Hebounpime nopessl U mapanuHbl OyIyT KPOBOTOUUTH CTOJIBKO K€ BPEMEHH, CKOJIBKO Y
310pOBOTO ueiaoBeka. OOBIYHO OHU HE OTIACHBI.

I'myGokue mopessl yacto (HO He Bceryaa) OyayT KpOBOTOUMTH J0JiblIe oObIYHOrO. Kak
MPAaBHII0, KPOBOTEUCHNE MOYKHO OCTAHOBHUTH, 32)KaB PaHy.

HocoBoe kpoBoTeueHHe 00BIYHO MOXHO OCTAHOBUTH, €CIIM HA MSATh MUHYT 3a)aTh HOC.

[Ipu cubHOM UTUTENIFHOM KPOBOTEUCHHUH CIIETyeT 0OpaTUThCS K Bpayy.

Yto aeJaaTrb, €CJIM HAYAJ0Ch KpOBOTe‘leHl/le?
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BB — 910 3a0oneBanne Ha BCIO XH3Hb, U B HACTOSIIEE BpPEMsl €ro U3JIEUUTH TOKa
HEBO3MOkHO. OIHaKO Tenepb, KOra pa3BUBAETCA CUCTEMa BCECTOPOHHEN rmomMotu 0osibHbIM BB
U BO3MOXKHO oOOecliedyeHHe IMpernapaTamMH, COJEpXKAllUMUA HEAOCTAaloIIUe TpU JaHHOM
3aboneBaHuu (DaKTOPHI CBEPTHIBAHUS KPOBH, IJis 00JIbHBIX BB OTKpBIBaeTCS BO3MOKHOCTH JTaKe
TIPH TSDKEJION CTETIeHU 3a00JIeBaHus CAEP)KUBATh KPOBOTOUUBOCTb.

Korma HeoOxoaumMo HeMeITIeHHO 00pamarhes K Bpavgy?

. ITocne ynapa B roJioBy WUiu Apyrux TpaBM T'OJIOBBI, WA KOTAAQ HETIOHSITHBI

MPUYUHBI IPOIOJIKUTEIHLHON TOJIOBHOW OOH MITU TOITHOTHI U PBOTHI.

. HHTeHCHUBHOE KPOBOTEYEHHE, KOTOPOE HEBO3MOXXHO OCTaHOBUTH 0e€3

CIELMAJIbHOM IIOMOIIU HIIH KOTOpPOC BO300HOBIISICTCS JaXXKC II0CJIC OKa3aHHA nepBoﬁ

ITOMOIIIH.
° Korz[a MOSABJISICTCA KPOBb B MOYC HUJIA KaJIC.
. Korz[a HCIIOHATHBI IIPUYHHBI 00JIH B JKUBOTE.
° Kor, J1a KpPOBOTCUCHUC NI 00JIb BO3HMKAIOT B 00JIaCTH IIEH.

Kakne kpoBoTeyeHNsl ABJIATCS CePbe3HbIMHU MJIH CO3AAK0T YIPO3Yy KU3ZHHU?

OcHoBHOM TpUUKMHON cMepTHOCTU IpH BB, 0cO0eHHO y N1eTel, SIBISIOTCS KPOBOU3IUSHUS
B F'OJIOBHOM MO3T (0OBIYHO B Pe3yJIbTaTe TPABMbI). DTH KPOBOU3IHUSHUS MOTYT BBI3BAaTh OJIOBHYIO
00J1b, TONIHOTY, PBOTY, BSUIOCTh, IOTEPIO OPHCHTAIMM W TOYHOCTH IBWKCHHH, CIIa0OCTh,
CyJIOpOrH, IOTEPIO CO3HAHUSL.

KpoBou3nusiHus B TOPII0 MOTYT OBITH BBI3BAaHbI HH(EKIINEH, paHEHUEM, HHBEKIIUSIMH TTPU
JeyeHuu 3y0OB WM XUPYPrHUYECKUM BMEIIATEIbCTBOM. KPOBOM3IUSHUS B TOPJIO BHI3BIBAIOT
ONyXaHUE, 3aTPYJHEHUE TJIOTAHUS U JbIXaHUS.

Jpyrue KpoBOU3IUAHUS — B TJ1a3a, IO3BOHOYHUK U MOSCHUYHYIO MBIIIIY — MOTYT OBITh

O4YCHb CCPbC3HBIMU, HO OOBIYHO HE YIpOXKarOT KU3HH.

Yto TaKoe HHTHOMTOPBI?

WNuruburopsl — 310 antuTena (0enku), BelpabaThiBaeMble OPraHU3MOM Il TOTO, YTOObI
n30aBUTHCA OT BEILECTB, IPEICTABIISAIOIINXCS MY «MHOPOJIHBIMI.

B kpoBu OonpHOro BB Moryr BeIpabaTbBaThbCsi HMHTUOMTOPBI, CTpeMsIIuecs K
YHUUYTOXXEHUIO HHOPOJHOro Oelika B iedeOHOM npenapare. Eciiu ”HruOUTOps! cCHilbHEe, JIeYeHne
B 00BIYHOM 00bEME MOKET 0Ka3aThCsl MaI0d((HEKTUBHBIM.

WHruburopsl BCTpeyaroTcst 10CTaTOYHO peko. Yarie Bcero ux o0HapyKUBarOT y O0JIBHBIX

TsKenoi popmoii bB.
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[IpoBepsiiTe HaMUUKMEe MHTMOUTOPOB TIEPE]] OTNlepaluei, BKII0Yasi CTOMAaTOJIOTHUECKYIO.

IL1ochbl ToMAalIHero JieyeHust

JlomarnHee JedeHrne — 3TO TepeTuBaHue KOHIICHTpaTa (pakTopa CBEpTHIBAHMS KPOBU BHE
00bHUIIBL. Bee 3amucH o JIeyeHnH cieayeT COXpaHsITh — BEIU THEBHUK TpaHC)Y3Hil.

JlomarHee JiedeHre — 3TO HE TOJIBKO OOJbIasi OTBETCTBEHHOCTh 3a MEPEIUBaHKE, HO U
yMEHHE JeNIaTh TO CAMOMY — BE€JIb ThI CaM JICYUIITh CBOU KPOBOTEUCHHS.

BonbHo#t BB 1 4neHsl ero ceMbu pa3fensioT OTBETCTBEHHOCTD 32 310pOBbE OOJIBLHOTO C
MEAMIMHCKUMH paboTHHKaMu. [loroBopure ¢ remMaTojioroM Mpexe, YeM HayHeTe JOMallHee
nedeHue. ['eMaTonor pa3bsCHUT MpaBUiia TOMAIIIHETrO JICYCHHsI, HAYYUT MPABUIIBHO OIPEIeISITh
no3el pakropa cBepThiBanus kpoBu VIII + daxropa Bumnebpanna™* mns agekBatHOW Tepanuu
KPOBOTEUEHHSI, MEJICECTPA MMOMOXKET OBJAJIETh METOAOM JOCTYNA K BEHE U OOBSICHUT TEXHUKY
nepenuBanud. JKemarenbHo, 9YTOOBI B ceMbe OoiibHOTO BB ObITO 1Ba uenoBeKka, BIIANICIOIMIUX
TEXHUKOW MepenuBaHus (Bbl U KTO-TO U3 OJIU3KUX).

KT0 MOXeT HaXOAUThCS HA JOMAITHEM JISYCHUH? DTO JFOAH C TSHKEIOH (HopMoit Ooste3HH
Bunnebpanna. Cnenyer OTMETHTD, YTO JIOMAIIIHEE JICUeHUE HE 3aMEHSIET KIIMHUYECKOTO0.

[IpeumyiecTBa JOMaIIHEro JEYCHHUS:

. JleueHne KpOBOTEUYEHHS HAUYMHAETCS OBICTPO, TO €CThb COXPAHSIOTCS

CYCTaBBI, 3TO 3aJI0T HE MPEBPATUTHCS B HHBAIN/IA.

. Pexe e3auth B GONMBHUILY.
. Eciu OBICTPO OCTaHOBUTH KPOBOTEUEHHWE B IMOPAKECHHBIX CyCTaBax-

MUHICHAX, TO HC IIPUACTCA TEPIICTH 00JIb.

. He nyxHbI 006e30011BaroImue.

. Her npormycka 3aHATHI B IKOJIE WJIM BBIXO/a HA padoTy.
. YBenmnunBaeTcs (1)I/I3I/I‘-IGCKaSI 1 conuajibHasd aKTUBHOCTbD.
. CTaHOBUTECH HE3aBUCUMBIM.

OcHoBHBIE IPpaBUJIA 1JIs1 MalueHTOB ¢ bB:
1. JIng ocTaHOBKM KPOBOTEUCHMH HEOOXOIUMO Cpa3zy NPUMEHATh 3(PQPEKTUBHBIC O3B
npemnaparoB. Tepanus HeIOCTATOYHBIMH JI03aMH HE MTO3BOJIUT OCTAHOBUTH KPOBOTEUCHUE,
OpuBeIeT K IOTepe BPEMEHH, HapacTaHUIO TIeMOPParuyeckoro CHUHAPOMa U

HEOOOCHOBAHHOMY PAcXO/Iy JIOPOTOCTOSIIUX MPENapaToB.
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2. Ilpm mpoBeneHUHM JOMAIIHETO JIeYeHHs] BBIOOp TpemapaTa MAlMeHTOM JIOJDKEH
OCHOBBIBAThCSI Ha PEKOMEHJANMIX Jieyamlero Bpadya HM ObITh OOOCHOBAaHHBIM B
COOTBETCTBUU C KIMHUYECKON CUTYyalHEH.

3. T'emocraTnueckyro Tepanuio crenupuieckuM npenaparaMu (KOHLEHTpaTaMu (hakTopoB
CBEPTHIBAHUS KPOBH ) HEOOXOAMMO HAUMHATH KaK MOXKHO paHbIlle (B MAKCUMAJIbHO C)KAThIe
CPOKH HACTOJBKO HACKOJBKO 3TO BO3MOXKHO, JKEJIATeIhHO B TEUCHHUE MEPBBIX 2-X YacOB
MOCJIe TIOJyYEHUsSI TPAaBMBI WIIA TTOSBJICHHUS TIEPBBIX CyOBEKTUBHBIX MM OOBEKTHBHBIX
MIPU3HAKOB KPOBOM3IHUSHUS/KPOBOTCUEHUS ), [IOATOMY OCHOBAaHHUEM ]ISl Hadajga Teparmuu
MOTYT OBITh CyOBEKTHBHBIC ONIYIIEHWS TMalMeHTa Wik (akT TpaBMbl. Heobxommmo
CTPEMUTBCSI OCTAaHOBUTH KPOBOTEUEHHE WM KPOBOM3IHUSHHE O PA3BUTHUS 3HAUMMBIX
KIIMHUYECKUX TpOosBIcHU. [Ipr HaMMYuu TpaBMbI TAIUEHT JODKEH OBITH OCMOTPEH
BpPauOM-TeMaToJIOTOM WJIM BPayOM-OpTOTEIOM-TPAaBMATOIOTOM.

4. JleueHue JICTKUX M CPETHUX KPOBOTCUCHUH JOHKHO MPOBOAMTHCS HA JIOMY IAllHEHTOM
WIH €0 POJICTBEHHHKAaMU B COOTBETCTBUHU C PEKOMEHIAIUSMHU Bpada-rematojora. [Ipu
Pa3BHTHH TSHKEIIOTO KPOBOTCUCHHS TEPAITHSI JIOJDKHA ObITh HauaTa KaK MOYKHO paHbIe (Ha
JOMy) ¥ TpPOAODKEHa TOoJ HaOMIOJeHHEeM Bpada-reMaroyiora CTAallOHAPHO WM
aMOyJIaTOpHO.

5. TlanumeHThl HE JOMHKHBI UCTOIB30BaTh MpENapaThl, HApyIIAore GYyHKIINIO TPOMOOIIUTOB
¥ YTHETAIoIIUE CBEPTHIBAHHE KPOBH, OCOOCHHO alETHJICAUIIMIOBYIO KUCIOTY** u mp.
HEeCTepouIHbIe TpoTHBOBOcHanuTenbubie npenaparsl (HIIBC, MO1A), 3a uckimoueHuem
CJIy4aeB, KOT/Ia TI0JIb3a MIPEBBIIIACT PUCKU OT UX MPUMEHEHHUS.

6. Crnenyer n3beratb BHYTPUMBIIICYHBIX HHBEKIIMH U MYHKITUN apTEPU.

7. Cnemyer  TOOWPSATh  PEryJNspHbIe  3aHATUS  (QU3UYECKMMH  YNPaKHEHUSMU,
CHOCOOCTBYIOUIMMHM  Pa3BUTHUIO MYCKYJATyphl, 3alUTe CyCTaBOB U YJIYYIICHHUIO
(U3NYECKOTO COCTOSIHUS (HampuMep, jJeueOHas TUMHACTHKA, TNIaBaHHE, TEPPEHKYP).

8. TlanumeHThl MOJKHBI M30€raTh CUTYyallMi, CBSI3aHHBIX C BBICOKUM PHUCKOM TPaBM, B TOM
YHCIie 3aHATUSI KOHTAaKTHBIMHA BUIaMU €TUHOOOPCTB, UTP C TSKEIBIM MSUOM, 3aHATUN Ha

CIIOPTUBHBIX CHapsAaax, v T. 1.
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Hpuiaoxenue I'1-I'N. IlIkanbl OLeHKH, BOIPOCHUKH U APYIrHe OLCHOYHbIE

HHCTPYMCEHTDBI COCTOSAHUA NMAIMMCHTA, IPUBECACHHBIC B KIIMHUYCCKUX

PEKOMEHIANUAX

Ipuaoxenue I'l. IHIkajga OEHKH KPOBOTOYHMBOCTH (HA OCHOBE IIKAJbI OIEHKH

kpoBoTouuBocTH ISTH/SSC)

Hazpanue Ha PYCCKOM A3BIKE: IIKaJla OOCHKHW KPOBOTOUYMBOCTHU

OpurnnansHoe Ha3BaHue: ISTH-SSC Bleeding Assessment Tool
Hctounuk: Rodeghiero F, Tosetto A, Abshire T, Arnold DM, Coller B, James P, Neunert C,
Lillicrap D; ISTH/SSC joint VWF and Perinatal/Pediatric Hemostasis Subcommittees Working

Group. ISTH/SSC bleeding assessment tool: a standardized questionnaire and a proposal for a new

bleeding score for inherited bleeding disorders. J Thromb Haemost. 2010 Sep;8(9):2063-5

Tumn: mkana oleHKu

Haznauenwue: onenka KPOBOTOYHUBOCTH

Coneprxanue, KItO4:

Kitou (nHTEpIpeTanms):

No Cumnrom 0 1 2 3 4
n/m
1 HocoBoe HeT/ | e =5 pas/ron e oOparleHue K e TAMIIOHUPOBAHHU | e TpaHcPy3us
KPOBOTEUCHHE | PENKO | W/Hin Bpauy WA e KOMITOHEHTOB
e XOTs1 ObI | U3 | e BBI30OB OpUTANBI | ¢ TIPUIKUTAHHE KpPOBHU
ATIM30/10B CKOPOW TTOMOTITN e IIpHEM e uHOy3UA
nonsie 10 #TpaHekcaMOBOW | KOHIEHTPATOB
MHHYT KHUCIIOTBI* * (dakTopoB
CBEpPTHIBAHUS
KpPOBHU
2 Koxnbrit HET/ | e OJHOBPEMEHH | e CIIOHTAaHHBIC, HC | e CIIOHTAHHBIC e TpaHcy3us
reMopparuueck | peako | oe Hanmuume >5 | TpeOyromue 9KXHMO3BI, KOMITOHEHTOB
Uil CHHIpPOM HKXHMO30B JICUCHHS JUTUTENTFHOCTBIO | KPOBH
pa3Mepom Gonee | o oOpamieHue k Oonee 14 nueii e uHPY3UA
1 cm Bpauy WA KOHIICHTPATOB
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e BCerja e TpUEM bakTopoB
CBSI3aHBI C #TpaHekcaMOBO | CBEPTHIBaHMS
TpaBMOit KHUCJIOTBI** KpOBH
KpoBoteuenne | Her/ |e >5BrOfg oOparieHue K XUPYpPrU4YecKuil | o TpaHchys3us
IpH 1opes3ax, | peako | wiu Bpauy remMocTas KOMIIOHEHTOB
JETKUX e JUIUTEIBHOCTD KpPOBHU
TpaBMax 10 6osee 15 o HHPY3UL
MUHYT WU KOHIICHTPATOB
e OTCPOYCHO (dhakTopoB
BO3HUKAIOT CBEPTHIBAaHUS
yepe3 7-10 nueit KPOBH
10CJI€ TPABMBI
Mpimeynsie HET | IOCTTpaBMATH4E | ¢ CIIOHTAHHBIC, HE | ¢ XUPYPTHYECKOe | e TpaHChY3Hs
reMaToOMBbI CKHe, He | TpeOyromiue JIeYEeHUE WIH KOMIIOHEHTOB
TpeOytoiue JeyeHus e NIpueM KpOBU
JIedeHus e oOparleHue K #rpaHekcamMoBOil | ¢ MH(DY3HUs
Bpatdy KHUCIIOTHI** KOHILICHTPaTOB
¢bakTopoB
CBEpPTHIBAHUS
KpOBU
KpoBoteuenue | Her ObIBaeT oOpariieHue K e XUPYpPruyecKuii | ¢ TpaHcdysus
U3 CIIM3HUCTBIX Bpauy reMoCTa3 WiIH KOMITOHEHTOB
HOJIOCTH pTa e #TpaHekcaMoBa | KpPOBU
sl KUcloTa™* e HH]Y3USA
KOHIIEHTPATOB
¢baxTopoB
CBEPTHIBAaHUS
KpPOBHU
Kenynouno- HET oOparieHue K e XUPYPTUYECKUN | o TpaHC]y3us
KHIIEYHOE Bpauy reMocTas Win KOMITOHEHTOB
KPOBOTEUYECHHE KpOBU
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e HTpaHekcaMoOBa

o uHpY3HSA

sl KUcioTa™* KOHILICHTPaTOB
(dhakTopoB
CBEpPTHIBAHUS
KpOBU
I'ematypus HET | He >2 3MHU30/I0B, oOparieHue K XUPYpPrUYecKuil | o TpaHcys3us
oOcriefoBaHme Bpauy reMocTas KOMITOHEHTOB
HE NPOBOAUIIOCH KpPOBHU
e HH]Y3USA
KOHIIEHTPATOB
¢dakTopoB
CBEPTHIBAaHUS
KpPOBHU
VYnanenue 3y0a | HeT | ciayyasioch ciaydanocb  >25% | HalOXeHHE LIBOB, | e TpaHCPy3Hs
<25% BCEX [ Bcex cily4yaeB, He TaMITOHaJa KOMITOHEHTOB
CITy4aes, HE | TpeboBaIo Tepanuu KpOBU
TpeboBaIo e uHbpy3usA
Tepanuu KOHIICHTPATOB
(baxTopoB
CBEpPTHIBAHUS
KpOBU
Omnepanus HET | ciay4asioch ciydanocb  >25% | e xupypruueckuii | o Tpanchyszus
<25% BCEX | BCEX cllyyaeB, HE | reMocTas u/uiu KOMIIOHEHTOB
CIIy4aes, HE | TpeboBaIO Tepanuu | o #rpaHekcamoBa | KpPOBU
TpeboBaJIo S Kucjora** e uHDYy3UA
Tepanuu KOHIICHTPATOB
(dhakTopoB
CBEpPTHIBAHUS
KpOBU
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10 | Menopparuu HET/ | e KOHCYJNbTALUS | e TIPOIYCK TpeOyercs e DKCTpEHHas
peako | Bpaya Wiu paboTHI/IIKONBI >2 | HA3HAYCHUE rOCTIMTAIIA3AIUS
e CMCHa pas/ron uiu KOMOWHUPOBAHHO | e TpaHc]y3us
IIPOKJIAIKU o nazHaueHue 3I'T | it repanuu: 3I'T ¢ | koMIIOHEHTOB
yaiie, 4eM W #TpaHekcaMOBOl | KpOBH
KaXJIple 2 yaca o H#TpaHEKCAaMOBOM | KHMCIOTOM** o HHY3USI
U KHUCIIOTHI ** KOHIICHTPATOB
e BBIJCIICHUS W ¢baxTopoB
Oonee 7-10 quei | o Tepanms CBEPTHIBaHUS
npemnapaTamu KpOBU
JKesesa e HEOOXOINMMOCTH B
THUCTEPOCKOIHUH,
abmsaun
SHAOMETPUS UITN
YAAJICHUN MAaTKH
11 | IlocneponoBoe | HeT/ | e Tpebyercs HEOOXOUMOCTh B | o TpaHChy3us XUPYpruveckoe
KPOBOTCUCHHE HEe | HAa3HAYCHHE HEOJIHOKPATHBIX KOMIIOHEHTOB BMEIIATEITBCTBO
ObUIO | OxcuTOIIMHA®* IMAarHOCTUYECKAX KpOBHU (ymanenwe MaTKH,
pooB | umu OCMOTpax o UH}Y3Us JTUTHPOBAHHE
e JIOXUU OoJiee 6 KOHIIEHTPATOB BHYTPEHHEN
HeZeIb (axTopoB I10/IB3101IHOM
CBEPTHIBAHUS apTepuH,
KpOBH aMOOTH3AIUS
e MaToO4Has MaTOYHOU apTepHH,
OayToHHAas T. 1.)
TaMITOHA/1a
12 | T'emaptpo3ssl HET | MOCTTpaBMaTH4Ye | CIIOHTaHHbBIC, HE | ¢ KOHCYJIbTALUS | ¢ XUPYpPrUUECKOE
CKHe, HE Tpedyromrue Bpaua, JIeYeHUE WIIH
TpeOyrommue JICYCHUS o UHpY3HI e TpaHc]y3us
JICYCHUS KOHIIEHTPATOB KOMIIOHEHTOB
(hakTopoB KpOBU
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CBEPTHIBAHUS
KpOBH
13 | KpoBouznusiHu | HeET €CTh
s ITHC
14 Hpyrue HeT/pe €CThb KOHCYJIbTalus XHPYpPTUYECKUld | o TpaHC(hy3uUs
KPOBOTEUYEHHS | JIKO Bpaua reMocTas, KOMIIOHEHTOB
(kakue?) #TpaHekcamoBasi | KpOBH
KucioTa** o uHpY3HA
KOHIIEHTPATOB
(dhakTopoB
L CBEPTHIBAHUS
KpOBU
Hpuaoxenne I'2. ONpocHUK KPOBOTOYHMBOCTH /s ieTell muaame 18 et (Ha ocHOBe
Pediatric Bleeding Questionnaire (PBQ) — meauarpuyeckuii OIpOCHUK KPOBOTOYMBOCTH)
HasBaHue Ha pyccKOM sI3bIKEe: OIPOCHUK KPOBOTOYMBOCTH IS ieTed mutaamie 18 jget
OpurunanpHoe Ha3BaHue: The Pediatric Bleeding Questionnaire
Uctounuk: Mittal N, Naridze R, et al. Utility of a Paediatric Bleeding Questionnaire as a
screening tool for von Willebrand disease in apparently healthy children. Haemophilia. 2015; 21:
80611
Tun (MoT4epKHYTH): BOMPOCHUK
Ha3nauenue: oneHka KpOBOTOUMBOCTH y AeTel miajauie 18 ner
Coneprxanue, KIIIO4:
Cumnitombl | banmer
-1 0 1 2 3 4
Hocosslie - Het/penkue | bonee 5 pa3 B | Tonbko Tamnonana Tpancdyszuu
KpoBOTEYe- (<5 »snum3o- | roa WIM | KOHCYJIbTALUsA | HOCOBBIX XOJIOB | KOMIIOHEHTOB
HUS JIOB B TO/T) | IPOJIOKUTENb- WU KOaryJjsi- | KpOBU W
HOCTBIO OoJee Mg  COCYIOB | HCIOJIb30BaHHE
10 MmunyT 30Hbl KHccenb- | KOHLIEHTPAaToOB
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Oaxa uin | GaKTopoB
aHTU(UOPUHO- | CBEpTHIBAHUS
JUTUYECKHE KpPOBU
CpeacTBa
KooxxHprit Her/tpuBu- | Inametp Tonbko - -
remMopparu- albHBIC HK3UMO30B KOHCYJIbTaIHsI
YECKUU (mrametp >lem 0e3
CHUH/IPOM HKXMMO30B | SIBHOW TPaBMBI
<1cm)
Kposore- Her/tpuBu- | bonee 5 pa3 B | Tonbko Xupypruuecku | Tpancdys3uu
YeHUs U3 anpHble (<5 | rox WIN | KOHCYJIbTAlUsl | ¥ reMocTa3 UM | KOMIOHEHTOB
HE3HauYu- ANU30/10B B | IPOAOIIKHU- WIH aHTU(UOpUH- KpOBH WIH
TEJIbHBIX rox) TEJIbHOCTBIO HaJIOKEHHE OJIMTUYECKHE UCIOJIb30BAHNE
paH Oonee 10 | muacTelpHOrO | CpencTBa KOHIIEHTPaTOB
MUHYT Ba (hakTopoB
CBEpPTHIBAHUS
KpPOBH
Kposore- Her beuio xotst 1 | Tonbko Xupypruuec- Tpancdyszun
YeHUus1  Co pa3 KOHCYJIbTAllMsl | KW ~ IreMocTa3 | KOMIIOHEHTOB
CIIM3UCTON J5RI05 KpOBU 15NN’ 1
pOTOBOIA aHTU(UOPUHO- | UCIIOJIB30BAHNUE
MOJIOCTH JUTUTUYECKHUE | KOHIIEHTPAaTOB
CpeacTBa (dakTopoB
CBEpPTHIBAHUS
KpPOBH
Kposoreue Her Accouuupo- Tonbko Xupypruuec- -
HUS u3 BaHO C aHATO- | KOHCYJIbTAlUs | KM  remMocras
KEITyT0YHO MUYECKON WIH 6e3 | unu  aHTHUO-
- NPUYTHON UACHTUQUIH- | PUHOIUTUICCKU
KUIIEYHOT'O pOBaHHOM € CpelrcTBauIu
TpakKTa IPUYIHBI TpaHchy3un
KOMIIOHEHTOB
KpPOBH WA
HCIOJIb30BAHUE
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KOHILCHTPATOB

OCK

KpoBoreue | He Obuto | Het/ne brio, 6e3 | Tonbko Tamnonana wiu | Tpancdysuu
HAS TpH |mpu 2 u | OO0 B 1 | KOHCYJNBTAIlMM | KOHCYJIBTAUS | YIIHBAHHE KOMITOHEHTOB
yIajieHuu Oonee ciydae JTYHKH KpPOBH WIH
3y0oB yaane- WCIOJIb30BAHUE
HUSAX KOHIIEHTPaTOB
¢baxTopoB
CBEPTHIBAHUS
KpOBH
KpoBoreue | He Obuio | Het/ne bruo, 3a | Tonpko Xupypruuec- Tpancdys3un
HUSA  Tpu | mpu 2 u | ObwIo TIpH 1 | KOHCYJIBTA- KOHCYJbTAIlMsl | KM T'eMOCTas3, | KOMIIOHEHTOB
XUpPYpru- Oonee orepanuu e HE aHTU(PUOPUHO- | KPOBU WIH
YECKUX orepa- oOparanmch JUTUYECKHE UCTIOJIb30BAHNE
orepanusax | HUsIX CpencTna KOHIIEHTPaTOB
(akTopoB
CBEPTHIBAHUS
KpOBH
Menoppa- | - Her Ecte xanoOwr | AHTHGUOpU- Kioperaxx  mu | Tpancdyszun
TUU WIH  TOJBKO | HOJMUTHYECKUE | IPUEM KOMITOHEHTOB
KOHCYJIbTAIlMsl | CpEACTBA WJIM | Ipernapara KpOBH
I'opMoHanbHBI | jKeme3a /UCTIONb30BaHUE
e KOHIICHTPATOB
KOHTpAIICTITUB (akTopoB
Bl CHUCTEMHOTO CBEPTHIBAHUS
JeCTBUS KpOBH WIH
(cHHTETHYECKH TUCTEPIKTOMHSI
e
MIPOTECTareHbI
(GO3ACQ) u
ACTpareHsl
(G03CB))
[Tocnepo- He Obuto | He  Owwio | beuio, 3a | Kroperaxx wmm | Tpancdysun -
JIOBBIE npu 2 U | poAOB/HE KOHCYJIbTa- npenaparsl KOMIIOHEHTOB
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KpoBoTeue- | Oonee ObLIO e HE | )Kele3a WM | KPOBU
HUS ponax KpoBOTEYE- | 0Opamaich aHTH(PUOPUHO- | /MCIIOTH30BAHU
Hus B 1 JTUTHYECKUE € KOHIIEHTPaTOB
ponxax CpeICTBa OCK
MexMmblI- - He 6110 [ToctrpaBma- | Cnonrannele, | CHOHTaHHBIC CroHTaHHble WU
HICYHBIE TUYECKHE, 3a | 32 KOHCYJbTa- | WU MocTTpaBMaTHyeC-
reMaToMbl KOHCYJIbTa- nuen HE | IOCTTpaBMa- Kue, Tpeodyrolue
uuein He | oOpaiannuch TUYECKUE, XUPYPrU4eCcKOro
oOparaimch TpeOyrormiue BMeEIIaTEeIbCTBA
WCIOJIb30BAHUS | WU
KOHIIEHTPAaTOB | reMoTpaHcdy3uit
OCK
I'emaptpo- | - Huxorna [TocTTpaBma- Cnontanuble, | CrioHTaHHbIE CrnoHTaHHbIC WJIH
3b1 TUYECKHE, He | He TpeOyrolme | uiu IIOCTTpaBMa-
TpeOyroriue CHELMabHON | MOCTTpaBMa- THUYECKHeE,
CHEIHUAILHON | Tepamuu TUYECKHUE, Tpedyroiue
Tepanuu TpeOyromue XUPYPrU4eCcKOro
WCIIOJIb30BAHUS | BMEIIATEIhCTBA
KOHIICHTPAaTOB | WK
OCK remMoTpanchy3uit
Kposore- - Huxorna CyOnypanbnsie, | UaTpanepedpaib-
YEHUSs B - - mo0ast Tepanus | HbIE, Tro0ast
HHC Tepanus
Hpyrue - Her beun Tousbko Xupypruuec- Tpancdyszun
KpoBOTEYe- KOHCYJIbTallsl | KUH TremMocTas, | KOMIIOHEHTOB
HUSA: aHTU(UOpUHO- | KPOBU WIH
(ykazatb JUTUYECKHE HCIOJIb30BAHUE
KaKHe) cpeacTBa KOHIIEHTPATOB
(bakTopoB
CBEPTHIBAHUS
KpOBH
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