MWHUCTEPCTBO
3APABOOXPAHEHUA
POCCUUCKOU ®EOEPALINU

Knuanyecknue peKoMeHIauum

Bbose3Hp Buiieopanaa

KonmupoBanue o MexxmyHapOgHOV CTaTUCTUYECKOI
kinaccuduranuu 6onesHeit u mpobieM, CBI3aHHBIX CO 310poBbeM: D68.0

Ton yTBepkaeHus (4actoTa nepecmorpa): 2018
BospacrHas kateropusi: Bspocisie, et
T'op okoHuaHus geiictBust: 2020
ID: 123
Pa3paboTumK KIMHUYECKOI peKOMeHIAIUN

e HanmounansHoe I'emaTonormueckoe O61iecTBO
e o HanyoHa/JbHOE OGIIeCTBO JeTCKUX IeMaTo/JIOrOB M OHKOJIOTOB



OrnaBieHue

KmioueBsle ciioBa

Crnimcok cokpaleHuin

TepMuHBI 1 onIpeseeHNst

1. KpaTkas nndopmarus

2. ImarHocTuka

3.Jleuenue

4, Peabyinranys

5. ITpodumnaxkTuka

6. JoronuuTenbHast MHGOPMAIVS, BAMSIONIAS HA TeUeHMe U UCXO[, 3a601eBaHUs
Kputepun o1ieHKM KaueCcTBa MeIUILIMHCKOI TTOMOIII

Crnmcok nuTepaTyphl

[Tpunoxenne Al. CoctaB paboueit IpyIIbl

[punoskeHne A2. MeTOmOMOTHS Pa3paboTKM KIMHNIECKMX PeKOMeH a1 mii
[Tpunosxkenne A3. CBsI3aHHbIE JOKYMEHTbI

[Ipunoskenue b. ATropuUTMbI BefileHMS TTalleHTa

[Mpunosxkenne B. THGopmanus 1151 mallieHTOB

[Tpunosxenne I



KioudeBbie cj1ioBa

6one3Hb Bumie6panga

reMapTpos

reMmaToma

reMopparmuecKkuit CMUHIpPOM
reMocTaTMyecKye CpecTBa
SKM3Heyrpoykaloliyie KpoBOTeUeHMsT
MHTUOUTOPBI hubpuHOIM3a
KOaryJyionaTust

KOHIIEHTPAThI (DaKTOPOB CBEPTHIBAHMSI KPOBU
MeHOopparmm

MyabTUMepbl dakTopa Busmiebpana
TJIa3MeHHBIN reMoCTas
CBeXXe3aMOpOKeHHas Iy1a3ma
CBEPThIBaHME KPOBU

CTIOHTaHHbIE KPOBOTEUEHMSI

dakTop Bumiebpanna

(akTop cBepThIBaHMSI KpoBU VIII

XpoHMYeCcKas ImocTremMmopparmnydeckast )KE.HQBO,E[G(I)I/ILU/ITH&H adHeMUs



CnMcoK cokpauieHumn

AUTB - aKTUBMPOBAHHOE YaCTMUHOE TPOMOOILJIACTMHOBOE BPeMsI
AI® - ameHosuHbpocdar
BB - 60ne3Hb Busuie6panga

ME - MexnyHaponHasi EQuHMIIA, COOTBETCTBYIOIAsl COBPEMEHHBIM cTaHmapram BO3 mas
npenapatos dakropa VIII

C3I1 - cBeske3aMOpOXKeHHas Tjasma

CPB - C-peaKTUBHbIIT 6€J10K

QAT - DyHKIIMOHAIbHASI aKTUBHOCTb TPOMOOIIMTOB

FVIII - pakrop cBepThiBaHMs KpoBu VIII

FVIII:C - nmpokoaryasiHTHast akTMBHOCTD ¢akropa VIII

vWF- ¢akrop Bunie6panga

VWEF:RCo - pucroneTuH-KohakTopHas aKTMBHOCTb

VvWF:Ag- anTtureH dakropa Bumiebpanna

VWF:AgII — auTturen II pakropa Bunne6panga

vWEF:CB - KoJtareHcBsI3bIBaOIasl aKTMBHOCTD

VvWF:FVIIIB - pakrop Bumie6panaa ¢akrop VIII cBSI3bIBAIONIMIA TECT
RIPA- arperanysi TpoMOOIIMTOB, MHAYIIMPOBAHHASI PUCTOLIETMHOM
GPIba - perieniTop Ha MeMOpaHe TPOMOOLIITOB

ADAMTS-13 - MeTajuiONpOTEMHA3A

AKK - €- aMMHOKAIIpOHOBAs KUCIOTa

@OCKVIII vVWF** - hakTop cBepThiBaHUs KpoBu VIII haktop Bumebpanma™*
®CKVIII ** - pakTop cBepThIBaHMS KpoBM VIII**

VI I1- ypOBeHb JOCTOBEPHOCTH J0KA3aTEIbCTB

VVP — ypoBeHb YOeIUTETbHOCTY PEKOMEH TaIMif



TepMuHBI U onipeseIeHus

AnTturen cdakropa Bmwuie6paHma — yabopaTOpHBIi ITOKa3aTeslb KoludecTBa 6Genka (dakropa
Bunne6panna.

AxkTuUBHOCTH (pakTOpa Buimedpanma — mabopaTOPHbIA MMOKasaTe/lb KOPAKTOPHOIM aKTUBHOCTU
(dakropa Buie6panma.

Ananus mynsTuMepoB dakropa BmreOGpaHaa — aHaim3 CTPYKTYphl (aktopa Busure6panma
MEeTOIOM 3JIeKTpodopesa.

Bone3sub BuineGpanza - HawleqCTBeHHbIH medunmuT win (QYHKIMOHAIbHAS HEIOCTaTOYHOCTb
(dakropa Bunnebpanpa.

T'emapTpo3 — KPOBOM3IIMSIHIE B [TOJIOCTh CyCTaBa.

TemaToMa — 3TO OrPaHMYEHHOE CKOIIEHME KPOBU IPU 3aKPBITHIX ¥ OTKPHITHIX MOBPEKIECHMUSIX
OpPraHOB M TKaHEl C paspbIBOM COCY[IOB, B pPe3y/ibTaTe uero o6pasyeTcs MOJIOCThb, COmepsKaliast
SKUIKYIO VJIV CBEPHYBIIYIOCSI KDOBb.

TemaTypust — Hanuuye KPOBY B MOYe CBepX (D13MOIOrMIecKuX HOPM.

Temoduaus A - HaceCcTBeHHbIN JeduuuT dhakropa cBepThiBaHMs KpoBu VIII
T'emocTaTuyeckasi Tepanys — Tepanus, HalipaBJIeHHas Ha OCTAaHOBKY KPDOBOTEUYEeHNSI.
Koarynorpamma — uccieoBaHme CBepPThIBAIOILEN CHCTeMbI KPOBH.

®DaKTOp CBepPTBIBAaHMUS KPOBU - GEJIOK, COAepsKaluiics B TulasMe KPOBM U TPOMOOIUTAX U
obecrieunBaroIIii CBEPThIBaAHME KPOBM.



1. KpaTkass muHpopmauus

1.1 OnpeneneHue

Bonesur Buie6panma (BB) - Hambonee pacrnpocTpaHeHHasi HaclaeCTBEHHAas KOary/IomaTus,
00yCIOB/IEHHAsT CHYDKEHMEM KOIMYecTBa WM HapylieHueM GyHKuuuM ¢dakropa Bustebpanma
(VWEF).

1.2 3THoNOrUA U NIaTOreHe3

BB — dbeHOTUIIMYECKN reTeporeHHasi KoarysaonaTusi ¢ ayTOCOMHO-PeIeCCUBHBIM MM ayTOCOMHO-
JOMMHAHTHBIM TUIIOM HaclTeJOBaHMs. BbicOKas BapuabenbHOCTh He TONBKO KIMHNYECKUX
MPOSIBJIEHUII CO 3HAUMUTENbHBIM KOMMYECTBOM JIETKMX M MaJOCMMIITOMHBIX (GOpM, HO M
nabopartopHbix mokasarteneit (FVIII, RIPA, vWF, vWF:CB, VWF:Ag) npu BB o6ycioBineHa
reHeTMUeCKMMM MyTauusMu B TeHe VWE. IIocKo/nbKy MpMUpOJa TeHeTUuecKux aedeKToB
pasHoo6pasHa, 3a601eBaHMe XapaKTePU3YETCS IMUPOKUM KIMHUYECKUM ITOTUMOP(PU3MOM.

CyuecTByeT psif paKTOPOB, BAUSIOIINX Ha TeueHue BB, cpeay KOTOPBIX BbIIE/SIOT:

e BHYTPEHHMe - TeHeTuueckue Mytanuu B rene VWF;
e BHEIIHME - T[pYIa KPOBM TMAlMEHTa, CTpecc, (usmMyeckue Harpysku, OepeMeHHOCTb,
BOCITIalIeHMe.

1.3 SnuUaAeMHUOIOrus

BB BcTpeuaetcs y 0,5-1% HaceneHuUs, pacIipoCTPAaHEHHOCTb KIMHUYECKY 3HAUMMBbIX ¢popm BB — 1
—2 Ha 10 000 yenoBex; BB Tumna 3 Bcrpevaercst ¢ yactotoit 1:500 000 uenoBek. IIpuGIM3UTENTBHO Y
70% mnamnyeHToB ¢ BB 3aboieBaHue IPOTEKaeT B JIETKOV (opmMe, Y OCTaJIbHBIX HaOII0IaeTCst
cpemHeTsDRenast uiau Tsbkenast popma 6onesnu [4, 7, 29].

1.4 KonupoBanue o MKB 10
D68.0 - Bonesus Bunne6panga
1.5 Kinaccuduranusa

KomureroMm 1o Hayke u cranmaptusaiuu (Scientific and Standardization Committee — SSC) mipu
MexayHapogHOM o6InecTBe 1o IpobiaemMaM Tpom6o3a u remoctasa (International Society on
Thrombosis and Haemostasis — ISTH) B 2012 romy mepecMoTpeHa 1 yTBepXKIeHa MeKAyHapomHast
xinaccudukanys BB (ta6m. 1) [14, 17].

Ta6amuua 1. Knaccudukanusa 6onesHu Bunnedpanaa

Tun 3aboneBaHusa YacrtoTa, % XapakTepuctuka

Tun 1 70 YactuuHeln  gepuumt  VWF;  ypoBeHb  FVIII  HOpManbHbIA  WAM  CHUXKEHHbIN
NponopLMOHanbHO CTeneHn cHmxeHns VWF

Tun 2 25 KayecTtBeHHble aedekTbl VWF
2A CHMXEHMEe  KONM4ecTBa  BbICOKOMONEKYNSAPHbIX  MynbTuMepos VWF  Bcneactsue
MOBbIWEHHOW YyBCTBUTENbHOCTU K npoTease ADAMTS13

2B Mosblwerne adduHHocTn VWF k peuentopam GPIb Tpom6ounToB, un36bITOUHOE
ceasbiBaHne VWF ¢ Tpombouutamm

2M CHMXeHMe pUCTOLETUH-KOMhaKTOPHOW akTuBHOCTM VWF npu HOpManbHOM coaep>aHuu
aHTureHa vVWF; HopManbHas MynbTUMepHas cTpykTypa VWF

2N CHuxeHune adpduHHocTn Kk FVIII

Tvn 3 5 MpakTuyeckn nonHoe otcytcTBne VWF € HU3KOM akTUBHOCTbIO FVIII

BBrTunalmu3

BB Tuma 1 BcTpeuaeTcss Hamboee 4acToO, COCTaBisig OT 55 mo 70% Bcex OMarHOCTMPOBAHHBIX
caydaeB. IIpu BB tuma 1 kommyectBo VWF B ompefe/nieHHO! CTereHM CHMKeHO, HO (GYHKIIUS
KaKIOi MOJIeKY/bI coxpaHeHa. BB Tuma 3 — Haubonee Tspkenass ¢opma 6osmesHu, Tak Kak VWF
MPAKTUYECKH TTOTHOCTHIO OTCYTCTBYeT. II0CKONbKY OfHO 13 GyHKIM VWF SBJISeTCS CBS3bIBAHME
¢ FVIII u ero 3amniuTa OT peskaeBpeMeHHOro MpoTeoansa, Ijs naiyeHToB ¢ BB 3 Tuna xapakTepHO
He TonbKO orcyTcTBue VWF, HO u ouenb Huskas FVIII:C. BB Tumna 3 BcTpevaercs penko - 1-3%
nauueHTos ¢ BB [4, 7, 10].

BB Tumna 2



V manyeHToB ¢ BB 2 Tua HabmogaTcs KauecTBeHHbIe gedekTbl VWF, KoTopbie y GObIIMHCTBA
MalMeHTOB BhIPAKAIOTCS B HermponopioHanbHOM cHIDKeHUMn VWF:RCo (VWF:CB) mnn vWEF:FVIII
110 OTHOUIeHNIo K KonnuecTBy VWF, onpenensemomy 110 ero antureny (VWE:Ag). JI71s1 [MarHoCTUKA
U KiaaccuuKauyuy MOATUIIOB BB 2 Tuma MCIoNb3ylT aHaau3 CTPYKTYpbl MynbTuMepoB VWF (c
MTOMOIIBIO0 37IeKTpodopesa B arapo3HOM rejie, B KOTOPOM MOKHO BU3YaaM3UPOBATh MYJTbTUMEDBHI).
Knaccudukanusa mnoaturna BB 2 Tuma sBasercss HambOolee CIOKHOM 3amaueit, BCIeNCTBHME
reTeporeHHOCTY (QYHKIIMOHAIBHBIX M CTPYKTYPHBIX AedeKToB [12, 19, 23].

BB Ttum 2A

V naumeHtoB ¢ BB 2A Tuma HaGIIOmAIOTCS M30JMPOBAHHBINA AeOUIIUT BbICOKOMOJIEKYISIPHBIX
myabTuMepoB VWF ¥ cHmwkeHHass VWF-3aBucumas aare3usi TPOMOOIUTOB. DTO CBSI3aHO C
TOBBIIIEHHOV YYBCTBUTEIBHOCTBIO K MeTasmonporerHasze ADAMTS-13, koTopasi paciierviser
CBEPXBbICOKOMOJIEKYIISIpHBIE MyIbTUMepbl VWF, a Takke ¢ medekramu c60pKu MynbTuMepoB VWF
BCJIEACTBYE HapylleHus: aumepusanuu (2A tur, eHorun IID) win myapTuMepusanum (2A T,
denorunsr IIC, IIC Maitamu u IIE). IIpu ¢penorunax IIC u IIC Maiiamu BB 2A TuIia rMoBbIIIaeTcst
OTHOCHUTeJIbHAsI JOJIsI MIPOTOMEepOB. bosee TOro, ymeHbIIaeTCs JOMST KPYMHBIX My/lIbTUMepoB VWE,
MO3TOMY TIpU 37eKTpodopes3e OTCYTCTBYIOT IOJMOCHI, COOTBETCTBYIOIIVE TMPOTEOTUTUYECKUM
¢dbparmenTam (Hanpumep, Tpurietam). IIpu denorumne IIE BB 2A Tuma HapylieHa TPUILIETHAs
CTpYKTypa MynbTMMepoB VWF, 4TO BbIpa)kaeTcs B OTCYTCTBMM IIpU 31eKTpodopese BHEUTHUX
10JIOC ¥ 06pa30BaHMY BhIPAKEHHbBIX BHYTPeHHMUX 1ooc [19].

BB tun 2B

BB 2B Tuma BIO4aeT pa3anuHble BapMaHThbI KauecTBeHHOro fedexTta VWF, BeIpakaloliyecs B ero
TIOBBILIEHHOM CpOACTBe K perentopy GPIb Tpom6ouuToB. BCiiencTBre MOBBILIEHHOTO CPOJCTBA
VWF K GPIb cBSI3bIBaHME KPYITHBIX BBICOKOMOJIEKY/ISIPHBIX My/IbTUMepoB VWF ¢ Tpom6oiuTamu
npoucxonut 6onee 3bdEKTUBHO, MO3TOMY OHM ObICTpee TOABEPTAIOTCS PpAaCIIeIVIEHUIO IO,
nelictBueM MetaonporerHasbl ADAMTS-13. Pe3ynbTaTOM 3TOrO  SIBJISIETCS YMeEHBLIEHMe
KOJIMYeCTBa KPYIHbIX MyabTuMepoB VWEF. B penkux cryvasix mosbiiieHHoe cponctBo VWF k GPIb
He COIPOBOXIAETCS IOTepeli BbICOKOMOJIEKY/ISIPHbIX My/abTMMepoB VWF, 1 o6HapyskuBaeTcst
HOpMajbHasl TpUILIeTHast CTpykrypa mynabTumepoB VWEF [22]. BB Tuma 2B xapakTtepusyertcs
TTOBBIIIEHHO! PUCTOIETMH-VHIYIMPOBAHHOM arperaumeii TpombouuToB (ristocetin-induced
platelet aggregation — RIPA) mop, neiicTBueM HU3KUX KOHIEHTPAIMii PUCTOLIeTHHA. Y TTallMeHTOB
YacTO OTMeYaeTcsl TPOMOOLMTOTIEHMSI Pa3MMYHOM CTeleHM BbIPaskeHHOCTHM, KOTopas MOXKeT
YCWJIMBATBCS IIPU CTPecce UM MOJ, IeJiCTBMEM JeCMOIIpeccuHa.

BB tun 2M

BB 2M Tuma BKIIOYAEeT pas3/iMuHble BapMaHThl KauecTBeHHOTo Aedekra VWF, BbIpaskaouimecs B
cHkenn  VWF-3aBUCHMOi — aaresum TpPOMOOIIMTOB 0e3  M30JMpOBaHHOTO  medunuTa
BBICOKOMOJIEKYJIIPHBIX MY/IbTVMepOB VWEF. OyHKIVMOHATbHBIN AedeKT 06yCIOBIEeH MyTalUsIMU, B
pe3ysibTaTe KOTOPBIX IPOMUCXOOUT HapylieHue cBsa3biBanus VWF ¢ TpomboumTamu wiu
cy6aHgoTenvieM. [IOHVKeHHOE CBSI3bIBAHME C TPOMOOIMTAMY CHUKAET MOCTYITHOCTh MY/IbTUMEPOB
VWF pmyg pacwenyienusi MetamionporenHas’oii ADAMTS-13, B cBSI3M C 3TUMM paclpefeneHue
MynbTuMepoB VWF 1Mo MOJIEKY/ISIDHOM Macce COXpaHsieTcss 6e3 M3MeHeHMI Toc/ie UX CeKperuu
SHAOTeNMAIbHBIMY KJIeTKaMM. Y OONbIIMHCTBA IMauyeHToB BB 2M Tuma HabGmomaeTcs
HernponopuyoHanbHO HM3Kasg VWF:RCo otHOocuTenbHO VWE:Ag.

BB tun 2N

BB 2N Ttuna (Hopmanzausi) 6611 BriepBble onycad B 1990 1. V manyeHToB ¢ BB Tumna 2N mmMeeTtcs
nedekt VWF B mecTe cBsa3biBaHus ¢ FVIIL. B pe3ysbraTe 3TOr0 HE MOXET 06pa30BaThCsl KOMILIEKC
vWF-FVIIIL. [lauubii BapuaHT BB onpepenstor ¢ nomouipio Tecta csisbiBanust VWFE ¢ FVIII [11]. V
MHOTMX MalMeHTOB C JaHHbIM BapMaHTOM BB paHee auardoctupoBay reMobuinio A Jerkoi mimn
ymepeHHoit creneHu Tspkectu (FVIII:C - 5-22%) [4]. Korpa pnst neyeHus remoduinm A cranu
IPUMEHSTh BbICOKOOUMIeHHble KOHLeHTpaThl FVIII, He comepxkamue win copepskalliue OvyeHb
HebosblIoe KomuuecTBO VWF, BO3HMK/IA HEOOXOAMMOCTb TipoBefeHus auddepeHITanbHOM
nuarHocTuku. Y manueHToB ¢ bB Tvna 2N npu BBegeHMM BbICOKOOUMIIEHHBIX KOHIIeHTpaToB FVIII
HabmomaeTcss TMPaKTUYECKM HOPMalbHOE TIOBBINIeHWe akTuBHOCTM FVIII, omHako Bpems
nony>xusam FVIII ouenp mano. [Ins nmedeHMss KpoBOTeueHMi1 y nauyeHToB ¢ BB tuna Hopmanaus
HeobOXOOMMbI KOHLIEHTPaThI, cofepskaiine kKak VWF, tak u FVIII [19, 27, 31].

1.6 KnuHnyeckue NpusHakKu

OcHoBHOe mposiBieHNe BB — remopparnyeckuii CMHAPOM MUKPOLMPKYISITOPHOTO/CMEIIaHHOTO
TUIIOB CITOHTAHHOTO U ITOCTTPAaBMaTUYECKOTO XapaKTepa.



Ipr BB 1 u 2 TUOB mpeobiramaeT MUKPOIVPKYISTOPHBIN TUI KPOBOTOUMBOCTY: 3KXMMO3BI,
KPOBOTEUEHMUS] M3 CJIM3UCTHIX (IecHeBble, HOCOBbIE, JIYHOUKOBbIE), MEHOPPAruy, KPOBOTEUEHMS
TIpY MPOBeleHMUM XUPYPrUUeCcKMX BMelllaTelbCTB M MHBA3UBHbBIX JUArHOCTUYECKUX MIPOLIeAyp.

[Mpu Tunax BB, xapakTepu3youuxcsl BoIpaskeHHbIM cHIMkKeHreM ypoBHS FVIII (2A, 2N, 3), yacto
HaOMIOMaeTCsl  CMEIIaHHBbI  (MUKPOUMPKY/ISITOPHO-TEMATOMHBIN) TUII ~ reMOpparnyeckoro
cuHapoma. BB 3 Tuma 1o cBOMM IPOSIBJIEHMSIM CXOXKa C TspKesioi opmoii remodwinm A BBUAY
MoUTH TOMHOTO OoTcyTcTBUs VWF u, Kak ciemcrsue, FVIIL. TIpu maHHOM TuIle 3a00/eBaHUSI B
KJIMHWYECKO! KapTuHe peob1aialoT HapylieHMsT OIIOPHO-IBUTATeIbHOTO alapara B pe3y/bTraTe
pelMINBUPYIOLINX KPOBOM3MMUSIHUIA B CYCTaBbl (reMapTpO30B), TeMaTOMbl MSITKUX TKaHel
Pa3IMYHOM JIOKaMM3alMy CIIOHTAHHOTO XapakTepa, 3a0polIMHHbIe TeMaToMbl. HecMoTps Ha
UOEHTUYHOCTb KIMHUYECKUX MPOSIBJIEHMIA, Y TTAllMEeHTOB ¢ BB cumMnToOMaTuka MeHee BbIpaXkeHa,
yeM Yy TaUMeHToB ¢ remodwianeil, ¥ Bcerga CcovyeTaeTcss ¢ KPOBOTEUEHUSIMM IO
MUKPOLMPKYASITOPHOMY TUITY [16].

JKusHeyrposkarouiye KpoBoTeueHust 6oee xapakrepHsl 1751 BB 3 Tuma. K HuM oTHOCSATCS :

® KpOBOTeUeHNs/KPOBOU3INUSIHUS B LIeHTPa/IbHYI0 HepBHYIO cuctemy (ITHC);
® KPOBOTEYEHMSI/KPOBOU3IMUSHUS B KeTyJO0YHO-KuIedHblil TpakT (XKKT);

® KPOBOTEUEHVSI/KPOBOUS3IUSHUS B 1I€10/TOPIIO;

¢ 3a06pIOIIMHHAS reMaToMa.



2. IlnarHoCTHUKa

MHozue pekomeHOo8aHHble Memo0bl OUAZHOCMUKU 3aA007€8AHUS U C8A3AHHBIX C HUM COCMOSIHULL
umerom oepavuueHHyio dokazamesnvHylo 6asy (8 coomeemcmeuu ¢ wxaiamu oueHku Y/ u VYP) no
npuuuHe O0MCymcmeusl NOCGSWEHHbIX UM KAUHUYeCKUx ucciedosanull. Heg3aupas Ha 2mo, OHU
ABAOMC HE0OXO0UMbBIMU IleMeHmamu 00cnedosanus nayueHma 0k yCmaHoeleHuss uazHo3a u
8bI00pa MAakmuKku JeueHus, maxk Kaxk 0Oonee 3(pexmusHsie u 0oKasaHHvle memodsl 8 HACMOsAUee
8pemsi He pa3padomasl.

Jugpeperyuansvrotii duazno3 BB npo8odsm co cnedyowumu 3a001e8aHUIMU:

® HacnedcmeeHHble Mpomoboyumonamuu;

= zemopuaus;

= (Gone3Hb Panodw-Ocnepa;

= 2eMOoppazuuecKue Me3eHXUMAibHble OUCNIA3UL;

= mpomOoyumoneHuu;

= Jdeduyum dpyzux pakmopos ceepmoisarus kposu (VII, X, X1, XII, XIII).

Kpumepuamu ycmanoeneHus duazHo3a BB aensawomcs caedyrouwjue nokasamenu [8, 14, 17, 27,
33]:

1. AHamHe3 3abosiesaus, Komopowili OoJHeH BKAUAMDL 2 2eMOppazuieckux anuzodd, mpeoyouux
mepanuu unu 3 2zeMoppazuteckux 3nu300a 00Holl u moti Je 10KaIU3ayuu.

2. OmszoujeHHas HacnedcmeeHHOCMb - N0BbIUWEHHAS! KPOBOMOUUBOCMb Y pOOCMBeHHUKO8 1 cmeneHu
podcmaa.

3. JlabopamopHusie OarHvle (TTpunoxcerue I'1).

Jluazno3 ycmauasnaueaemcs npu Haauuuu 08yx u3 mpex Kpumepues.
2.1 Xano6sl u aHaMHe3

¢ PexkomeHayeTcs BceM IMallMeHTaM Mpy cO6ope aHamMHe3a M >Kajob, ceMeiiHOro aHaMHesa
BBISICHATh ~HaJMuMe TIPOSIBIEHMII TeMOpparMueckoro CHMHIApPOMa: kajo6 Ha  JIerko
MTOSIBJISIIOIIMECS  9KXMMO3bI, HOCOBble KpOBOTEUEHMSI, T[eMaTOMbl B paHHEM [eTCTBe;
BO3HMKHOBEHNE CIIOHTAaHHBIX KPOBOTEUEHMII (OCOOEHHO M3 CIM3NUCTBIX 000J0YEK, B CYCTaBhl,
MBIIILBI ¥ MSATKME TKaHM); IJIATETbHBIX KPOBOTEUEHUI IMOCAe TPaBM WM XUPYPTUUECKOTO
BMemIaTenbcTBa. CO0p #anob u aHamHe3a no3eoaum onpedeaums 06sem 06cnedosaHust nayueHma
[4,7,16].

VpoBeHb yoeIUTEeTbHOCTY PeKoMeHaiuii D (YpOBeHb JOCTOBEPHOCTH JOKa3aTelbCTB — V)

KommenTapumu: [emoppazuueckue nposeseHus npu BB Hecheyuguutsl u cXo0Hbl ¢ NPOSIBJIEHUAMU
npu Opyaux HapyweHusx eemocmasda. 3anodo3pume BB 603MO0j#HO npu Hanuuuu Ccaedyoujux
KJUHUYECKUX NPU3HAKO8:

® KpogomeueHUsl U3 He3HAYUMeNbHblX Nope308 WU paH, Komopwle dnsmcs Oonee 15 muM u/unu
0MCpoUeHHO 803HUKAOM 8 meueHue 7 OHell nocie mpasmol;

® 3nu300bl ONUMENbHO20 WU NOBMOPHO20 KPOBOMeEUEHUs. NOCe XUPYpeuueckozo 8meulamesbcmed
WU 9KCMpaxkyuu 3y608, 8 Mom uucjie 0mcpoueHH020 Xapakmepa 8 meuexue nepsvlx 7— 10 oHel;

® CNOHMAHHblE UWIU NOCMMPABMAMUUECKUE 2eMAMOMbL MAZKUX MKaHell, HexapakmepHble 01 00sema
mpasmol;

® HOCO8ble KposomeueHusl, Komopule onsimcs 6osee 10 MuH, HecMomps Ha GU3UYECKYI0 KOMNpeccuio,
uiu mpebyrujue MeOUYUHCKO20 BMewamenscmed;

® Hanuuue Kposu 8 Kaje 6e3 8UOUMOL NPUULHBL;

® JKeny00UHO-KULeUHble KPOBomeUeHUsl, He 00BCHUMDbIE A38aMU WU NOPMANbHOL 2unepmeH3ueti;

o J1l00ble 00UIbHBLE MAMOUHbIE KPOBOMeUeHUsl, Komopble onamcs 6onee 7— 10 OHell;

® NPU3HAKU ME3eHXUMAIbHOL QUCNIa3UuU U aH2U0OUCNaa3uu;

* Hanuuue 3a6POWUHHbIX 2eMATMOM WU 2eMapmpo308 8 aHamHese;

* paseumue zeMoppazuieckoz0 CUHOpoMa npu npueme Makux NPenapamos, Kaxk ayemuacaiuyuiosads
kucnoma, HIIBC, knonudozpen, 8apapur uiu zenapuH;

e BB g cemeliHOM aHamHese.

Cbop »#anob u aHamuesza no3goum onpedenums 00sem 006¢1e008aHUs NayUeHMaA.

¢ Peromenpyercss Npu c60ope aHaMHe3a y BCeX IMAlMEHTOB Ipu Momo3peHuu BB mpoBomuTb
OIIeHKY reMOpparnyeckoro CMHAPOMA I10 [IKajae KPOBOTOUMBOCTHU IJ1s1 BepuduKaluy I1arHos3a



(mpunoxxenne I'2) [25].
YpoBeHb yOeOUTeIbHOCTY peKoMeHAanuii D (YypoBeHb JOCTOBEPHOCTHU JO0Ka3aTeabCTB — V)

KommenTtapuu: 3HaueHue mexcdy O u 1 umeem kpumuueckoe 3HaueHue. Oyenka 1 o3nauaem, umo
cumMnmom npucymcmeyem 8 aHdamHe3e y NAYUeHmd, HO He umeem KAUHUUECKO20 3HAYeHUs, 4o
Keanupuyuposamscs, Kax 2.

Ilpu oyeHke KpogomMOUUBOCMU NpU ONEPAMUBHLIX BMEWAMmensCmeax OyeHUsaemcss npoyeHm
onepayuti/yoaneHus 3y608, npu KOMOpbIX OMMeUAncs zemoppazudeckuili cuHopom. Hanpumep, 3
onepayuu/yoaneHus 3y608, npu Komopwlx 8 1 ciyuae paseuncs zemoppdzudeckuti cunopom = 33%,
oyeHKa no wikase = 2.

HopmanwHble 3HaUeHUst: Y My*#UuH — MeHee 4, y HeHujuH meHee 6, y demeli meHee 3.
2.2 ®dusukagbHOe 06cIesoBaHue

PexomeHpyeTcs1 Y Bcex IMAallMeHTOB MpM AMarHoctuke BB o6pamiaTb BHMMaHMe Ha Haluyue
KOXHOTO TeMOpparMyeckoro CMHADPOMA pa3jMYHO} BBIPA)KEHHOCTM B BUJIe MHOXKECTBEHHBIX
9KXMMO30B ¥ TeMaTOM MSITKMX TKaHeit. Ocmomp no3eonsem onpeoenums Msiecns COCMOSHUS
nayuexma u Heo6XooumMocme nposedeHus: cneyuduuecKkoli 3amecmumesnsHoll u/unu 2emocmamuyeckoli
mepanuu [10, 17].

VYpoBeHb yoeauUTeTbHOCTH peKoMeHAanuit D (YpoBeHb JOCTOBEPHOCTH AOKa3aTeMbCTB — V)

KoMMeHTapum: 803MOMCHO 8blsi8/leHlUEe NPUSHAKOS NOPAMEHUS CYcmasos & sude dedopmayuu, omeka
U JIOKAJIbHO20 NOBbIWEHUS. MeMNepamypsl Koxu (ocmpulli 2emapmpo3) u/uiu npu3HaKos HapyuweHus
nodewicHocmu, 00sema O08WieHULl Cycmagos, 2unoMpo@uu Mbiuly, KOHEUHOCMU HA CIMOpOHe
NopaxéHHozo cycmasa, HapyuieHue noxooku (degpopmupyruias apmponamus) npu BB 3 muna. Ilpu
ocmompe makxe mozym Oblmb 00HAPYHCEHbl KPOBOMeUeHUs U3 CAU3UCMbIX (HOco8ble, OecHesvle,
JIYyHOUKOBble, MEHOppazull).

2.3 JlaGopaTopHas AUArHOCTUKA

JlabopamopHsle aHanu3sl exam 8 0CHose JUAzZHOCMUKU U KOHMpoas y nayueHmos ¢ bB. TpebosaHus
K YCn08UsM U MmexHuke omoéopa o006pasyos U BbINOJHEeHUs Uccnedo8aHuli He omauuarmcs om
cmaHoapmHulx. BaxHoim acnekmom 1a6opamopHsiX UCC1e008aHull S8semcst yuacmue 6 cucmeme
KoHmpona Kauecmea. IIpu Oduazvocmuxe BB onmumansHo yuacmeoeams He mMOAbKO 6
20cydapcmeeHHOl, HO U 8 MeMOJyHApOOHOUl cucmeme KOHMPOAS Kauecmed JabopamopHsIX
uccnedosawuti, oxgamolearoujeti 0CHoO8Hvle Koazynonozuueckue napamempot: AYTB, ITTHU, pubpuHozeH,
FVIII, vWF:RCo, vVWF:Ag.

Bcem nayuenmam npu duazHocmuke Gone3Hu Bunnebpanda nposodumcs nosamantoe 1abopamopHoe
uccnedogarue. IlonyueHue MAakcUMAanipbHO20 Koauuecmea OaHHbIX cnocobcmeyem gepuduxayuu
JuaeH03a u UcKIoUeHut npuobpemeHtoix koazyionamuii (Ipunoxenue I2) 1, 2,3, 13].

e PeromeHayeTcsa BCceM Tal[MeHTaM [Jis OMarHOCTUMKKM BB TIepBbIM 3TaroM AMarHOCTUKMU
HasHaueHue 06INero aHaau3a KpOBM M TIOACYET KOMMUYECTBA TPOMOGOLUTOB M0 MDOHMO IJIst
BepuduKanuy uartosa [2, 8J.

VYpoBeHb yoeauTenbHOCTY pekoMeHaanuii D (YpoBeHb OCTOBEPHOCTH JOKa3aTelbCTB — V)

e PekoMeHAyeTcsl BCeM TMallMeHTaM [Jig OMAarHOCTMKYM BB mMepBbIM 3TaroM JOMarHOCTUKU
HasHaueHMe KOAryJoTpaMMbl: AaKTMBMPOBAHHOE YACTUYHOE TPOMOOIUIACTMHOBOE BpeMs
(AUTB), mnporpom6uHoBoe Bpems ([IB), Tpom6uHOoBoe Bpemsi (TB), KOHIEHTpAIMIO
dubpuHorena (o Knayccy), nyis Bepuduxanyum auartsosa [2, 8].

VYpoBeHb yoeauTeTbHOCTY peKoMeHaanmii D (YpoBeHb JOCTOBEPHOCTH SOKa3aTeIbCTB — V)

¢ PexkomeHpyeTcs BCeM TalieHTaM IPOBeeHe BTOPOTO 3Tarna AMarHOCTUKY - Crielubuyeckmx
KOaryJolornueckux JjabopatopHbix TectoB: VWEF:Rco/VWF:Ag, FVIII:C, wncciemoBanme
arperanuy TPOMOOIIMTOB C OCHOBHBIMM WHAYKTODaMM — DPUCTOLIETMHOM, KOJJIaT€HOM,
agenosuHbocharom (AID), TpoM6MHOM, afgpeHannHoM, RIPA B 1Byx KoHIIleHTpauusx, VWF:CB,
MY/JIbTMMEPHBIi aHaIN3 C Lenblo Bepudukanumu nuarHosa bB [3, 4, 8, 19, 23, 30].

VYpoBeHb yoeauTeTbHOCTH peKoMeHAanuit D (YpoBeHb JOCTOBEPHOCTH AOKa3aTeIbCTB — V)

KommenTtapuu: B ciyuae nodosperus Ha BB 2B muna azpezayusi ¢ pucmoyemuHom nposooumcs 8
08yx KoHyenmpayusx, Cneyuguueckue mecmsl mMozym Oblmb BbINOJHEHbl 68 CNEYUAIU3UPOBAHHDIX
yeHmpax no JieueHuto xoazynonamuii. Ins ougdepenyuansvHoli duazHoCmMuKU 8 HeKOMopbIX Cyudsx



mpebyemcs  ucciedosauue (QYHKYUOHANBHOU —axmueHocmu mpomboyumos (PAT) memodom
NPoOMoYHOLl yumomempuu.

e PekomeHayeTCcsl B KaueCTBe TPEThErO 3Tala AMArHOCTMKM IalMeHTaM MJisl VCKITIUeHUs
npuobpeteHHoro aebunuta VWF ¥ C 1elbl0 TpeHaTaabHON IOUArHOCTUKM IMPOBedeHMe
MOJIEKY/ISIPHO-TeHeTUYeCKOii AyarHoctuky Hapyenmii vVWF [18, 31].

VYpoBeHb yoeAUTeTbHOCTY PEeKOMeHAaInii A (YypoBeHb JOCTOBEPHOCTH IOKA3aTeabCTB — )
2.4 UHcTpyMeHTaNnbHasA JMArHOCTUKA

e PexomeHAyeTCs ManyeHTaM [Ijsl yTouHeHus1 nuarHosa BB u npoBenenust guddepeHunanbHoi
IUATHOCTUKM C JPYIMMM 3a00/leBaHMSIMM C BO3MOKHBIM HalIMuyyMeM T[eMOpparnveckoro
cuHgpoma [10].

Ilo noxaszanusm I’IpOBOaHMCH.‘

* 3J30¢hazozacmpodyodeHockonusi;

* VIbMPA3zeyKosoe Uccned08aHue cycmasa;

* VIbMPA3zeyKkosoe uccnedo8aHue 0pzaHos OPWHOL noaiocmu;

* VIbMPA3eyKoeoe UCCned08aHUe MOUedbi800SUIUX Nymeli;

* YIbMpazeykosoe uccnedosaue 3abpouluHH020 NPOCMPAHCMEd;
* YIbMpAzeyKosoe Uccnedo8aHue Mamxu U npudamkos;

® MA2HUMHO-PE30HAHCHAS MOMOzpadus cycmasa, MseKux mraHeti;
® MAZHUMHO-PE30HAHCHASI OMOZPApUS 20J108H020 MO32a;

* peHmzeHozpagus cycmaea;

* KOMNbIOMEPHAS. MOMO2PAPUst 0p2aHo8 2pyoHOLl KNemKu;

* KOMNBIOMEPHAS MOMO2PAPUs 207108HO20 MO32d;

® PUHOCKONUSL;

®  KOJIbNOCKONUS;

® PEKMOPOMAHOCKONUS;

® KOJIOHOCKONUS.

VpoBeHb yoeaUTeTbHOCTY PeKoMeHaiuii D (YpoBeHb J0CTOBEPHOCTH JOKa3aTelbCTB — V)

KoMmeHTapum: uHCMpyMeHMA bHas OUuazHOCMUKA No360Jsem usyanusuposams KposomeueHus,/
KPOBOUNUSHUS PA3JIUYHBIX JIOKAIUBAYULL, d MAKXHCE BbIABUMb 0CIONCHEHUS, PA38UBLILIECS 8Clledcmaue
2eMOppazuiecKux nposieieHull.

2.5 KOHCYJIbTaIIUY CIEIUATUCTOB

e PexomeHayeTcs nauyeHTaMm ¢ BB ns mogTBepykaeHnst Haiuumsi reMOpparndeckyx MposiBIeHNUI
(vnu mx nocnencTeuii) [7, 23].

ITo nokasaHusim 803MOMCHO NPo8edeHUe KOHCYAbIMayuli:

* aKyulepa-2uHeKosnoza;
* mpasmamonoza-opmoneoa;
* xupypea;

* yponoza;

* HegpoJso2d;

®  0MOPUHOJIAPUH20]1020;

e cmomamonoeza.

VYpoBeHb yOeOUTeIbHOCTY peKoMeHAanuii D (ypoBeHb JOCTOBEPHOCTHM 0Ka3aTeabCcTB — V)

KomMMeHTapum: KoHCybmayuu 8payuetino3gonsom onpedeaums HaApyuleHus 8 pasiuiuHbIX 0p2aHax u
cucmemax ecnedcmaue cocmosnsulezocst (nepeHeceHH020 paHee) KpogomeueHus/KposousnusHusl.

2.6 [IONMOJHUTENbHbIE VCCIETOBAHUS

¢ PexomeHAyeTcs: Ipy quarHoctuke BB B ciyuae HEBO3MOXKHOCTHU MPOBEIEHUS TIOTHOLIEHHOTO
TPEXITAITHOTO KOAryJoJIOTMYEeCKOTO O0CIeoBaHMs, a TakkKe B CIyyae KOHTPOJS Tepamuyu,
BBITIOJIHEHME VHTErPajbHbIX TECTOB OIEHKM TeMOCTasa MAJisl BBISIBJIEHUSI UM MOHUTOPUHTA
HapyIleHuii B CBePThIBAIOLIE CUCTEME KPOBM — TPOMOGOAMHAMUKM, Tpomboanacrorpadumu,
TecTa reHepanyy TpombuHa [3, 16, 33].

VYpoBeHb yoenuTenbHOCTU peKomeHaanuii C (YpoBeHb JOCTOBEPHOCTHU T0Ka3aTeabCTB — ['V)



KoMMmeHTapmum: uHmezpansHeie mecmsi — 3mo J1ab0pamopHsie ucciedo8aHus, Komopsle in Vitro
umumupyiom GOJILLUUHCMBO  (PU3UJI02UYECKUX NPOUECcco8 O0CMAHO8KU KposomeueHus. OHU He
auanusupyiom omaessHole Hakmopsl ceepmoplearoujeli cucmembl, a Xapakmepusyom KOHeuHsll saman
8cez0 Kackada ceepmoléaHuss — npoyecc npespawjeHue @QubpuHozeHa 8 @QubpuH u 06paszosarue
ubpuHoso2z0 czycmka.



3. Jleuenue

Ilenv neueHuss BB - nossluleHue KOHUeHmMpayuu uiu 3ameujeHue (hyHKYUOHAJILHO HENOJIHOYEHHbIX
(akmopos ceaepmoléaHus Kposu. JleueHue moxcem 0bims Npouiakmuueckum uiu no mpebosamuio -
npu kpogomeuenuu. ITayuenmam ¢ BB pezynspHoe npoguiakmuueckoe JeueHue Ha3Hauawm pexce,
uem nayueHmam ¢ eemoguaueli. OOHAKO npu peyuousupyrowux KpogoUusIUSHUSIX 8 Cycmasbl,
HCENYOOUHO-KUWEUHBIX U MAMOUHBIX KPOBOMEUEHUSIX NPOQUAAKIMUUECKULl pexum Mmoxcem cmamo
ONMUMANbHBIM Memodom JieueHus nayueHmos ¢ bB.

He ece nayuenmsl ¢ BB HywOaiomca 6 HasHaueHuu mepanuu. Kpumepuem Hauana JieueHust npu
Haauuuu sepuguyuposanHozo duazHosa bB senaromcs ciedyrwlyue nokasamenu:

® B03HUKHOBEHUE yM(?pEHHle/mﬂJfCCJZle, cnOHmaHHblx/nocmmpaemamuuecwx KpoeomeueHuﬁ;
® Xupypeuueckoe smeuwiamesibCmaeo,
L4 peuuausupyromue KposomeueHus J110001i cmeneHu msiecmu, CHUxcarowue kauecmaeo M u3Hu.

ITockonvky BB s6nsemcsi KOMNJIEKCHbIM 3aA00/e8aHUeM, 803HUKANWUM 8 pe3ybmame pasiuuHblX
2eHemuueckux Oegpexmos U pazIuUUAUWUMCS NO CMeneHu msecmu, 6 mepanuu Moxem
UCNoMb306aMbCsl  WUPOKULL CneKkmp JIeKApCMeeHHblX Npenapamos, NoMUMO 3aMeCcmumesnsHou
mepanuu naasmamuveckumu kKoHyenmpamamu FVIII, codeprcaujumu vWF. Takue memoodsl 8KAHOUAOM
UCNONb308aHUE 20PMOHO8, AHMUPUOPUHOIUMUUECKUX CPeOC8 U 0eCMONPeCcCUHA.

3.1 KoHcepBaTUBHOeE JieyeHUEe

¢ PeromeHpayeTcs TMalllieHTaM [IeTCKOrO Bo3pacTa (crapiie 4-x JyeT) ¢ BB mnpumeHenue
Ha3aJIbHOI popMbl TecmornpeccuHa™* (svicsoboxdaem vVWF u FVIII U3 sHAOTENMATbHbBIX KIETOK,
TEM CaMbIM OH IOBbIIIaeT aKTMBHOCTD VIII (hakTOpa CBEPTHIBAEMOCTM KPOBM Y MALIMEHTOB C BB)
Tpu Jerkux Gopmax KiaHudyeckoro teuenus BB [10, 20, 32].

VYpoBeHb yOeOuTeIbHOCTY peKoMeHAanuii D (ypoBeHb JOCTOBEPHOCTHU JO0Ka3aTeabCTB — V)

*k

KommenTapuu: Jlecmonpeccun™* - cunmemuueckuii aHanoz eazonpeccuHa (aHmuouypemuueckozo
20PMOHQA) ¢ MOOUGUKAYUAMU, HANPABNEHHbIMU HA CHUMEHUE NPecCOpHOll (8bl3bleaioujeli nogvluieHue
apmepuanbHozo 0aeJieHust) akmugHoCmu 8azonpeccuta. /Jecmonpeccut™* gvi3vieaem 6vic8060xic0eHuUe
VWF u FVIII u3 3H0omenuanvHslx K1emox, mem camvlM OH nossiuiaem akmuseHocms VIII ¢pakmopa
ceepmolgaeMocmu Kposu y nayueHmos c¢ zemoguaueti u bB: nocie ungysuu 0,4 mke/Ke €20 ypogeHs
cocmasnsiem 300-400% om nepeoHauanvHozo; omeem nposieasiemcsi uepe3 30 mMuH u docmuzaem
Mmaxcumyma (3—-4-kpamoe ygenuueHue) 8 meuerue 1,5-2 u. AkmusHocms anmuzexa VIII ¢pakmopa u
pucmoyemuH-Ko-akmopHas akmugHoCmMy y8eauuueaomcst 8 MeHouleli cmenenu. Jecmonpeccun™* @
pasHoli cmenenu noswviwaem codepycarue VIII paxmopa npu nezkoti popme zemounuu A, BB u 'y
300posbix 0obposonbvyes. Habniodaemces maksice 6bicmpaili pocm KOHYeHmpayuu naasmuHozeHa 6e3
KJUHUYECKU 3HAUUMO20 ycuneHus pubpuHonu3sa.

TokazaHusmu K Ha3HaueHuto decmonpeccuHa™* senswomcs sezkue popmvl BB munos 1 u 2 (kpome 2B).
IIpu BB muna 3 omcymcmeayem VWF, komopulii Moz 0bl 8b1c80000UmMbCsl 8 0maem Ha 0ecMONpeccuH, a
npu Gonee msxcenvix Gopmax BB muna 2 kauecmeeHHsili depekm akmopa He Moxcem 6bimb
KOMNEHCUPO8aH OONOJHUMEbHbIM 8bIC8000X0eHUEM OedeKMHbIX MoeKyn VIWF.

Tockonvky omeem Ha decMONpeccuH™* moxcem pasnuuamocs, nayueHmy cnedyem 88ecmu npooOHyio
do3y decmonpeccuHa 8 omcymcmeue kposomeueHus. Eciu y nayuenma Habawodaemcs oxcudaemoe
nosviwieHue xouyenmpayuu vWF, 6 0ydywem npu KpogomeueHUusix y 3mozo NayueHma MOMHO
UCnonv308amy 0ecmonpeccuH [5].

IIpomoxon npumeHeHust decmMonpeccuHa™*: y nayueHmos 00 HA3HAUEHUS! JeueHus Heo6X00UMo
npedsapumesibHO npogecmu mecm ¢ HA3HAYeHUeM npenapama 6 mepanesmuueckoli doze u
nocnedyroujum onpedeneruem FVIII:C, vIWF:RCo uepe3 60 MuH (npu HasHaueHuu Ha3aasHoli (popmol
npenapama). Kpumepuii 3¢¢ekmusHocmu - yseauueHue npokoazyasstHmuoli akmuenocmu FVIII,
vWEF:RCo > 50%.

Iecmonpeccut™** npumersiemcst HazanvHo 150 mz npu macce mena meHee 50 ke u 300 me npu macce
mena 6onee 50 ke. [IpumeHeHue decmonpeccuHa** nosmopsawom uepe3 12 — 24u, o0Hako nocne 3 — 4 pas
neuebHwblli ahpekm cHuxcaemcs. ITosmopHoe neueHue nposodumcs uepe3 7-10 OHell.

ITosmopHoe 8sedeHue decmonpeccuHa™* e meuenue 48 u evi3vieaem ucmoujeHue 3anacoe VWFE u
Moxcem npugecmu K maxuguaaxkcuu (CHUMeHUo omeema Ha JieueHue), 0Mmcymcmeuio adex8amHozo



omeema npu nocaedyouwem HasHaweHuu 3mozo npenapama. IIpu HeoGxodumocmu OnUMENbHOZO
JleueHus: pekomMeHA08aH nepexod HA UCN0Ib308aHuUe KoHyeHmpamos FVIII, codepxcauiux vWF.

Bo3Mmod#cHbL HexceramenvHble S18J1eHUSL npu npumeHeHuu aeCMOHDECCuH(J.’

*  MPAaH3UMOopHas Maxuxrapous

® 207108Has1 00716 (00BIUHO BBIPANEHA YMEPEHHO).

* 2unoHampuemus

e 3adepxcka ¥udkocmu (8cedcmaue aHmuduypemuueckozo 3¢gpekma decmonpeccuHa,).

Zecmonpeccun™* cnedyem npumeHsims ¢ OCMOPOMHOCMbIO Y NAYUEHMO08, UMEHWUX 8 aHaMHe3e
apmepuanvHyl 2unepmeH3uto, OPOHXUANBHYIO ACMMY, MUPEOMOKCUKO3, XpOHUUeckuli Heppum.
AO6CONOMHBIMU NPOMUBONOKA3AHUSIMU K HA3HAUEHUID 0eCMONPEeCCUHA A8AS0MCS: NPozpeccupyroujuli
amepocknepos, cepdeuHast HedocmamouHoCMms, nuiencust, 6epemeHHOCMb.

Seske

HasHaueHue decmonpeccuHa™* y e3pocivlx nayueHmoe ¢ BB He npumeHumo 66udy omcymcmeus
3apezucmpuposaxHoli 8 PO napenmepanvHoli popmsl hpenapama.

¢ PeromeHZAyeTcsl maiyeHTaMm ¢ BB s mpemoTBpaluenus usuca 06pa3soBaBIIMXCS CTYCTKOB
HaszHaueHMe WHTUOUTOPOB GUOPMHONMM3A (AMMHOKAIIPOHOBOM KUCIOTHI**, TpaHEKCaMOBOIA
KUCTOTBI**) [15,16].

VpoBeHb yOeaUTeTbHOCTY PEKOMeHAanuii A (ypoBeHb JOCTOBEPHOCTH JOKa3aTeIbCTB — I)

KommeHTapum:  uHeubumopsl  (GubpuHoOIU3a  CB8S3bI8AIOMCL  C  AKMUBHbIMU  YUACMKAMU
NJIa3MUHO2eHd, 4mo npensmcmeyem ez2o 83aumodelicmeuio ¢ @GUOPUHOM U NPOHUKHOBEHUK 6
Gopmupyrowjuiica mpom6. AHmugubpuHoiumuueckue cpedcmea uacmo NpPuMeHsm (MecmHo uiu
cucmemHo) 01 KynupoBaHusi KPOBOMeUueHuUll U3 CAU3UCMbIX NOJIOCMU PMA, HOCO8bIX KPOBOMeUeHUL,
KposomeueHuti nocie yoaneHus 3y608 u meHoppazuti. AHmuguopuHosumuueckue cpedcmeda MOoxIHO
KOMOUHUPOBAMB € DeCMONPeCCUHOM ™™ WU KoHYeHmpamamu pakmopos céepmuiéanus kposu VIII™,
codeprcawjux VWF u/unu koHueHmpama paxmopa ceepmotéarus kposu VIII ¢pakmop Bunnebpanoa™**.

sk

3amecTturenbHas Tepanus KoHueutpartamu FVIIIL, comepkamyumu vWF

e PekomeHayeTcs INpy Tepanuy 3MM304a KPOBOTeYEeHMs Yy MaunyeHToB ¢ BB mpu orcyTcTBuM
abdexTa OT HecmompeccuHa M JedeHMs: M TOpoduiaakTMku BB npumeHeHMe BUpYC-
MHAKTUBMPOBAHHBIX KOHIEHTPATOB (aKTOpa CBepThIBAHUS KPOBU VI~ (OCKVIIT**),
copepkammx VWF  u/wnim  KoHieHTpata dakTopa cBepThiBaHusI KpoBu VIII  dakrop
Bunne6panga** (OPCKVIII VvWF) ¢ pacrpemeneHMeM MyJIbTMMEPOB, MAaKCHMaIbHO
MIPUOIVKEHHBIM K TAKOBOMY B HOPMaJIbHOI I7Ia3Me uenoBeka [21, 26].

VYpoBeHb yoeauUTeTbHOCTY PeKOMeHAanuii B (YpoBeHb JOCTOBEPHOCTH AOKa3aTelIbCTB — I1I)

KommenTapum: IIpednoumerus 0onxHbsl omoasamscsa npenapamam O®CKVIII vIWF** e komopuwix
codepxcarue FVIII He npesviiuaem koHyeHmpayuio VWF, m.x. uzbsimouHas axmusHocms FVIII no
cpasHeHulo ¢ akmueHocmvlo VWF 6 Kposu nayueHmos ¢ BB moxem npugsecmu K pazeumuio
mpom60308, onacHvix 011 McusHu. IIpu nodbope 003bl BANCHO YUUMbBIEAMb COOMHOUIEHUE MeNDy
VWFR:Co u FVIII:C. IIpenapamsli, KOmopble CoOepiam 6blICOKOMOJIEKYsIpHble myabmumepsl VWF,
obnadaiom 0Gojiee  BbIPAMCEHHBIM —2emocmamuueckum dpgekmom. BO3MOMCHO UCNOb308AHUE
KoHyenmpamos  FVII™,  cmaumdapmusoeanusix  (Konyemmpam ®OCKVII vWF™) u He
CMaHoapmu308axHsIX (KOHYeHmpam @CKVIHM) no vWF.

Ipumenenue xoHyeHmpamos FVIII VWF™ go3moncHo Ons nposedeHuss mepanuu 6 Cneoyluux
pexcumax:

* 1o mpe6osaHuio (01 KynuposaHusi Kpo8omeueHuii)
* 8 npogurakmuueckom pexcume (018 npedomepaujeHust B03HUKHOBEHUS 2eMOppPaAzUUecKozo
CuHOpoMma).

Jlo3y KoHyeHmpamos niaasmamuueckozo @CKVIII, npednasnauenHozo ons neuenus BB, neo6xodumo
paccuumsiéams no AKMUBHOCMuU (axkmopa, codepxcaujezocss 8 60Jbliell KOHUeHmpayuu 6 OaHHOM
nexkapcmeedHom npenapame (FVIII:C unu vVIWF:RCo).

Boccmanosnierue no VIWF:RCo y 63pociivix 00onxcHO Obimb npubnusumensto 1,5-2% na esedenue 1IME
VWF:RCo/ke maccel mena. Ilpu ungysuu dosst 50 ME/ke cnedyem oxcudamse yeenuuerust VIWF:RCo 8
duanasoxe 75 — 100 %. Takum o6pasom, do3a 40-50 ME vWF:RCo/ke maccel mena pekomeHO008aHA
nayueHmam ¢ Hu3Kkoti 6aszosoti akmusHocmoto VWF:RCo. Y demeli yposeHb 80CCIMAHOBNEHUS MOXEM
Oblmb HWHCE 8 CUJTY u3uoN02UUecKux 0cobeHHOCmel.



e PeromeHpyeTcs TPy Tepanuy BCeM TaiMeHTaMm ¢ BB pacuer mo3bl KOHIIEHTPAaTOB (DaKTOPOB
CBepThIBAHMSI KPOBU ¥ MPOLO/DKATEIbHOCTh JieueHMs] TPOBOLUTbL MCXOAS U3 BUAA
KpPOBOTeUeHUsI, 6a30BOI aKTUBHOCTY NeUIIUTHBIX (HAaKTOPOB U Lie/u edeHus (Tabi. 3) [16, 20,
23, 26].

VYpoBeHb yoeauTeIbHOCTH peKOMeHAaInii B (ypoBeHb 1OCTOBEPHOCTY AOKa3aTe/lIbCTB — I1I)

Ta6numa 2. TemocraTuMuyeckas Tepamusi II0 TPeGOBAHUIO TIPU Pa3IUYHBIX BUAAX
KPOBOTEUYEHUS

MokasaHus [Losza OCKVIII VWF™ unn Pexxum BBeaeHus Llenb
OCKVIIT™, ME/kr

Nerkne KpOoBOTEYEHWS W3  CAU3UCTbIX (HOCOBbIE, 20 06bI4HO OIHOKPATHO OcTaHoBKa
[lecHeBble) KPOBOTEYEHWS!
CMOHTaHHbIE MKW MOCTTpaBMaTUYeCKMe yMepeHHble 20-40 06bI4HO 0AHOKPATHO OcTaHoBKa
KpoBOTEe4YeHnsa KpoBOTEe4YeHUs
3KCTpaKums 3y6os 20-40 0AHOKpaTHO FVIII:C n vWF:RCo >
50%
MeHopparus fonble 7 CyTOK WAW MpuBOAsWas K 20-50 CO 2-ro AHS MeHopparum OcTaHoBKa
aHeMunsaummn Kaxable 24 4 B TeuyeHune 2 KpoBoTe4yeHus
- 4 gHen

Bonbluoe xupypruyeckoe BMellaTeNbCTBO Hacbiwatowas posa: B TeueHne 2—4 cyT, 3aTem Mepen

O/IHOKpaTHO 3a 1 vac ao 1 pa3 B CyTKM A0 CHATUS BMellaTeNbCTBOM U 36

BMewaTenscrtea 50—60, LIBOB M 3aXXMBNEHUS pPaHbl 4 nocne Hero FVIII:C

noaaepxueatollas Aosa: n vVWF:RCo > 80%
25—30 x 2 pa3a B CyTKu

Manoe xvupypruyeckoe BMeLIaTeNbCTBO Hacbiwatouwas nosa: B TeueHne 1—2 cyT nocne Mepen
0ZIHOKPaTHO nepea | BMewaTenbcTBa, 3atem 1 BMeLIaTeNnbCTBOM U 36
HayasoM BMelaTesibCcTBa pas B CYTKW [0 CHATUSA 4 nocne Hero FVIII:C
3050, LWBOB W 3aXXWBJIEHNSA paHbl n vWF:RCo > 80%,
noazepxusatoLlas nosa: FVIII:C > 50% B
15—25 x 2 pasa B CyTku TeyeHne 7—10 aHel

KommenTtapum: CospemenHas mepanuss BB 6asupyemcs Ha npuHyune «0OMAawlHezo JieUeHus»:
CaMOCMOsimMenbHo020 88edeHUsl hpenapamos nayueHmom Ha 00MY Npu YCl08Uu 0053amenbH020
00yueHus: u HabN0eHUs 8 Cneyuanu3uposanHHoM MeOUYUHCKOM yeHmpe. PeuleHue 0 npumeHeHuu
2emMocmamuueckozeo npenapama npuHuMaem nayueHm uau e20 poOCmeeHHUKU 6 Coomeemcmeuu ¢
peKkoMeHOayusmMu 2emamosiozd.

e PexkomeHpyeTcsl Mpy Tepanuy MalMEHTOB ¢ BB B «Iyyae OTCYTCTBUS CHelMbUIECKUX
reMocTaTuyeckux npemnapaTton npumeHenue C3I1, kpuonpenunurara [7, 16, 23].

VYpoBeHb yoeauTenbHOCTY pekoMeHaanuii D (YpoBeHb JOCTOBEPHOCTH JOKa3aTeIbCTB — V)

KoMMeHTapum: 603MOMCHO 8 UCKAUUMENbHBIX CYy4asx U He OOJHHO s6J1Mbcsi NOCMOSIHHOU
npakmuxkotl.

e [IpodmiakTuueckoe jeueHue PeKOMEHIYeTCsl TalMeHTaM C Tsokeapimu dopmamu BB (B
OCHOBHOM THIIA 3) C PEUMUIMBUPYIOMIVMU KPOBOTEUEHUSIMU U3 CIMU3UCTBHIX 0OOIOYEK MU C
KPOBOM3IMSIHUSIMU B CYCTaBHlI [6, 7, 14, 23].

VYpoBeHb yoenuTenbHOCT pekomeHaanuii C (YypoBeHb JOCTOBEPHOCTH TOKa3aTeabCcTB — [V)

KoMMmeHTapuu: makue KpogomeueHus Mozym cyujecmeeHHo Mewams no8ceoHesHoll desimenpHOCmu
U npueodums K HapyweHur GyHKyuu cycmasos (apmponamuu). Apmponamust maxxce Habaodaemcs y
nayueHmos ¢ BB muna 2N, ocobeHHo 8 mex cayuasx, kozoa FVIII:C cocmasensem meHee 10%, u y
nayueHmos ¢ msienoti opmoti BB muna 1, y komopsix konuuecmeo VWF u akmusHocme FVIII:C
Moz2ym 6bimb CHUMEHbl. B makux cnyuasx pekomeHoyemcs: Ha3Hauamos npo@uiakmuueckoe JieueHue
KOHUYeHmpamamu ¢paxmopos ceepmolearust kpogu FVIII vVIWF**,

Ta6nuna 4. 3aMecTuTeIbHas NpoduIakTuIYeckas Tepamnus npu bB

MokasaHue/nokanusauusa Tun 6B [o3a FVIII VWF**/OCKVIII**, ME/Kkr Pexunm Hauano
KpOBOTEUeHMUst Macchbl Tena npobunakTuku
FemapTposbl 3 10-50 1-3 pasa B Hegeno nocne nepsoro
KpoBOTEYEeHUS

XenyaouHo-kuleyHble 2 20-40 2-4 pasa B Hepenwo nocne 2-3
KpOBOTEUeHMst KpOBOTEUEHM
HocoBble/n3 CnM3ncToin poToBoM 3 20-50 1-3 pasa B Hepento nocne 3-4
nonocTy, Beayle K KpOBOTEUEeHUA B
aHeMmusaunmn roa (o6bl4HO AeTH)
MeHopparuun no6ow Tun 20-50 eXeAHEeBHO B JKEHLUMHBI

TeyeHue 3-4 gHelt BO AEeTopoAHOoro

BpeMsA MeHCTpyauuu BO3pacTa

o [Ipu mpodumakTHuecKoit Tepanmyu 60/1e3HM TAIMEHTOB ¢ BB peKkoMeHAyeTcst KOHTPOIMPOBATh
CUTYalMOHHO U TUIaHOBO 1 pa3 B rox: AUTB, vWF:Rco, FVIII:C, obmuit aHanu3s Kposu [2, 3, 6, 7,
13, 14, 23].

VYpoBeus yoeauTeabHOCTH pekomeHaanmii C (YpoBeHb JOCTOBEPHOCTY JOKa3aTe/lbCTB — IV)



KommeHTapmm: 0151 5KCmMpeHH020 KOHMPOs 3 ekmusHocmu mepanuu 00Onycmumo Uchonb308aHue
mecma AYTB unu mpombosnacmozpaguu (Heo6xo0umo Noayuume HOPMaibHble Uil CyOHOPMALbHbIE
3HaueHus1), 00HaKo, daHHble IMUX MECM08 He N0380J1s0m JupepeHyuposams 3HaueHUs aKMuUeHOCMuU
viue 40% — 50%.

¢ PekOMEHZIyeTCSl TAalMeHTaM ITpM Tepamuu BB KCMoNb30BaTh TONBKO OUMIIEHHbIE, BUPYC-
MHAKTUBMPOBAaHHbIE IIperaparhl, M3TOTOBJIEHHbIE U3 [OHOPCKOV IUIa3Mbl UeJIOBEKa
(rrasmatuueckue) OCKVIIT**, comepskamme vWF, ®CKVIII vWF** mpemapat ¢akTopa
Bune6pannma® uay pekom6uHanTHbie VWF [10, 16, 23].

VpoBeHb yoeauTenbHOCTY peKoMeHaanuii D (ypoBeHb JOCTOBEPHOCTH SOKa3aTeIbCTB — V)

KommeHTapuu: uacmas cmeHa npenapamos Moxcem npusecmu K NO8bIUEHUI0 PUCKA PA36UMus
uHeubumopa K Gakmopam, no3mMomy HeaamenbHo co30ams Ycr08us 01 NPUMEHeHUsw NayueHmom
00H020 HAUMEHOBAHUS 8 MmeueHue OUMENbHO20 8peMeHU (Ha NPomsyeHuu MHozux jem). IIpu smom
npednoumenue omoaemcs momy npenapamy, KOMOPblii Jiyulle 8cez0 NepeHOCUmcss NayueHmoMm,
umeem Jiyyuiue apmaxkokuHemuueckue UHOUBUOYAIbHblE NOKazamenu u HaubGonee y0obeH 8
UCNOIb308AHUU, UCX00S U3 KOHKPEMHBIX YCII08ULL.

CmeHa npenapama y KOHKPEMHO020 NAYUEHMA Npu  OMCymcmeuu  3apezucmpuposaHHbiX
HexcelamesibHbIX  S18JIeHUll Ha eeedeHlUe UCNOJb3YyeM020 hpenapama U Y0081emeopumensHom
KAUHUYECKOM O0meeme HA Mepanuio HexcenamensHa u 803moxcHa nocie 100 3KCho3uyuoHHbIX OHell
88e0eHUs1 KOHYEHMPAmoe (hakmopos ceepmeul8amuiss KPOsu.

Konyenmpamet pakmopos ceepmoieanus kKposu 88001mcs 8HympuseHHo. dauje 6cezo UChonb3yemcs
OOJIIOCHASL UHPY3US CO CKOPOCMBIO, PEKOMEHO08AHHOL npousgodumenem. B pedkux ciyuasx 803MOoxcHO
npumeHeHue HenpepsIBHOL UHGY3ULU NPU Hanuuuu n000OH020 ONsIMA.

Bo scex cnyuasx HeoO6xo0umo cpasy uUchob308ams 00CMamouHy 003y u cobnodams KpamHocms
ggedenus npenapama. Mcnoaiv3o8aHue Headek8amHo Hu3Kotli 003bl U HecoO00eHuUe pexuma 86e0eHuUs
npueooum K CHUMCEHUIO 3(hekmusHoOCmu, yXyouleHUI COCMOSIHUS U y8eauueHuto pacxoda npenapama.
HeadexeamHo 8blcOKasi 003a MO}en npusecmu K passumuio mpomb0308 u HeonpasoaHHo Nosslluaem
pacxod npenapama.

Hmerouwuecs uHousudyanvHole Koae6aHus GapmakokuHemuueckux napamempos y Kaiadozo nayueHma
mpebyrm nepcoHuGuUYUpPo8anHoLl oOUeHKU apmakoKkuHemuueckoll Kpueoli. B ciyuae ecnu y nayuenma
makolii ananus nposedeH, pacuem 003sl U KPAmMHOCIMU 88e0eHUst 00JHEeH NPOBOOUMBCS CNeYUAIUCTIOM
C yuemom umeruuxcst OaHHsIX.

Yuyumoieas eapuabensHocmy (papmakokuHemuueckux noxkazamesneti 'y Ka#c0020 KOHKPemHOZ20
nayuesma, 3amecmumesibHass mepanus mpebyem KAUHUUECKO20 U, npu  Heobxodumocmu,
n1abopamopHoz0 KOHmMpoad. Knunuueckutli KOHMPOAb OO0A}EeH NposooumsCs 2eMamosiozom npu
obpaweHuu nayueHma, podumensmu U Camum NAYueHmoMm NOCMosiHHO. B 0CHO8e KAUHUUECK020
KOHMPONs Jiedum OuyeHKa OUHAMUKU 2eMoppdzuyeckux nposieneHuli u ee conocmassieHue ¢
nposodumoli 3amecmumeivHoli mepanueti. JlabopamopHsili KOHMpPOAb 8KJouaem onpedesieHue
akmusHocmu OeuyumHbsix (Hakmopos 6 Kposu, mecmos B0CCMAHO8IeHUS. (AKmMopos U OYeHKY
apmakokuHemuueckoti Kpusoli (¢ pacuemom nepuodos noyysvleedeHust pakmopos).

Zlna oyeHku pe3yibmamueHOCMU NPo8edeHlUs 2eMOCMAMuUYecKoll mepanuu 603MOXCHO NposedeHue
UHMEeZPAIbHBIX  MeCmos: mecm 2eHepayuu MpomOuHda, mpomO0OUHAMUKA 8 OUHAMUUECKOM
HabadeHul.

3.2 OnepaTUBHOE JieyeHue

V nayuenmos ¢ BB Xupypzuueckoe eMeulamensCcmeo moxcem nompeb6osamocsi 0Jis JieueHus Kak
nposeJieHuti 3a001e8axus, Mak u He ces3anHsix ¢ BB 3abonesanuti.

e PexoMeHAyeTcs MalyeHTaM Iiepeq TI00bIM XMPYPriuueckuM BMeIIaTeTbCTBOM KOHCYIbTAIVS
Bpaua- remarosora [10, 16].

VYpoBeHb yoeauTeTbHOCTY peKoMeHaanuii D (YypoBeHb JOCTOBEPHOCTH KOKa3aTeIbCTB — V)

KoMMmeHTapum: JwenamenbHo 6bIN0JNHEeHUEe XUpyp2uueckozo 6Meulamenscmea Cneyuanucmamu,
umerowuMu onslm edeHus nayueHmos ¢ BB, npu Hanuuuu 03MOMHOCMU onpedesieHus: akmueHocmu
vWEF:RCo u FVIII xpyenocymouHo. Eciu ecmo 603MOMCHOCMb, ONepamueHoe Jeuetue ayquie npogooums
8 CNeyuanu3uposaHHoM cmayuoHape. AHecme3suosi02 00NHEH UMemb ONblm JieueHus NayueHmos c
HapyuweHusiMu c6epmol8aemocmu Kposu.



e PekOMeHZyeTCsl TMalyeHTaM /000e OIepaTMBHOe BMeNIATelIbCTBO WIM IIPOBefeHue
VMHBa3MBHOI MPOIeNypbl MPOBOAMUTb Ha (OHE 3aMeCTUTENbHOM TepanuMu KOHIEHTPaTaMu
axTopoB cBeprbeiBaHust kpoBu ®CKVIII vWEF**/OCKVIII**, comepskamue VWF [14, 15, 16, 20,
26].

VYpoBeHb yoeauTeIbHOCTY PEKOMEeHAaIii A (YpoBeHb JOCTOBEPHOCTH 10Ka3aTeIbCTB — 1)

KommenTapumu: Ilens cemocmamuueckoli mepanuu - docmuceHue ypoeuss FVIII:C > 50%.
OpueHmupogouHsle 0036l U pexcuMbsl 88edeHUst hpenapamos npedcmaesieHsl 6 madauye 3.
Hazpy3ounas do3a koHyeHmpamos ¢pakmopos cocmasnsem 50-60 ME/ke maccel mena nayueHma.
ITododepcusarowjue 003l 006IUHO HUME U cocmasasiom 25-40 ME/ke maccel mena nayueHma Kaxovie
12-24 uaca. Yepe3z 24-48 uacoe KoHueHmpam 66800uUmcs 8 pexcume pas 8 OeHv UU uepe3 OeHb 6
meueHue nocjieonepayuoHHoll Hedenu.

IIpu HeobxodumMocmu B803MOXCHO O0ONOJHUMENbHOE HA3HAYEHUe UH2UOUMOopos (GuOpuHonU3a
(mpaHekcamosoli kuciomot**) 6 doze 10 me/xe 8/6 3a 30 muHym do onepayuu unu 20-25 me/xe
nepopanvHo 3a 2 uaca 00 onepayuu. B meueHue nocieonepayuoHHoll Hedeau MpAaHeKcamosyio
Kuciomy** HazHauaom Kaxovle 6-8 4acos.

MonumopuHz npokoazyisHmMHOLU —aKmueHOCMU 8 NOCAeonepayuoHHoOM nepuode obs3amesieH
(xonmpoawv FVIII:C, vWF), makcumanvHubili yposers FVIII:C He dosxceH npesviwams 160% 6 ces3u ¢
PUCKOM MpomMB0oamMOonuueckux ocoxcHeHuti. Koazynozuueckue mecmot (AYTB, FVIII, vWF:RCo,
VWF:Ag) donxcHbl nposodumucs 8 meuerue 7-10 dHell 8 nocieonepayuoHHoOM nepuode ¢ onpedeneHuem
akxmusHocmu VWEF (no eosmoxcnocmu) u FVIII:C.

IIpu Heobxodumocmu nposedeHUs: UHBA3UBHBIX OUAZHOCMUYECKUX npoyedyp, maxkux Kak aim0anbHas
NyHKYus, NyHKYus apmepuu, 3H00CKonuueckoe ucciedosauue ¢ buoncueti, 6edeHue nayueHma maxoe
e, Kak npu xupypeuueckom JeyeHuu. B ciyuae, ecniu y nayueHmos ¢ msxcesvim meueHuem BB He
yoaemcsi docmuus KOHmMpoJs zemocmasa sgedeHuem koHyeHmpama @CKVIII vVIWF** (unu @CKVIIT**,
codepxcaujum VIWF) 803M0oxHO npogedeHue mparcysuu mpomobokoHyeHmpama unu C3IT.

IIpodmrakTuka TpoMG03a

e He pekoMeHAyeTCS IPOBOAUTH BCEM MAIlME€HTAM DPYTUHHYIO HPOQWIAKTUKY TPOMOO30B
nauyeHTam ¢ BB Bo BpeMs XMpypruueckoro BMelaTenbCTsa [34].

VYpoBeHb yoeAUTeTbHOCTY PeKOMeHAaImii B (YpoBeHb OCTOBEPHOCTH AOKa3aTe/labcTB — I1I)

KommenTtapum: OHa moxem Obimb HA3HAUEHA 8 (853U C NOBbIUEHHBIM PUCKOM mMpom603a y
nayueHmos, NoYyUauUx 8sicoxue 003vl KoHyenmpama FVIII VIWF** ¢ yuemom komopOudHocmu.

3.3 HHoe neueHue

e PexomeHayeTcs TMalMeHTKaM KOHCYJbTallMsl TMHEKOJIOTA [Ji1 Ha3HaueHue IepopajbHbIX
KOHTpALEMNTMBOB (CMHTETMYECKMe aHaJOr¥ 3CTPOreHOB M TIeCTareHOB) [IJIs1 KyNMPOBAHMS
MeHopparuii [16, 32].

VpoBeHb yoeauTenbHOCTY peKoMeHaanuii D (ypoBeHb JOCTOBEPHOCTH SOKa3aTeIbCTB — V)

KommeHTapuu: npu esedeHuu scmpozeros nogviuiaromcst FVIII:C u vWF:RCo, u 01 KOHMpoJs
YMEPEHHO BbIPAHEHHBIX MEHOPPa2uli Moxem 0Kasamocs d0CMAamouHbIM NpUMEHEeHUe Co0epHaujux
5CmpozeH U NpozecmepoH OPANbHbIX KOHMPAYenmueos, 1a2anuujHulX Koney il 6HympumamouHsix
cnuparnei, 8vlc6000x0aOWUX IMU 20pMOHbL. TOPMOHBI MOMHO HA3HAYaAMb ONUMENbHO OJis
YMEHbUWEHUS.  BbIPAXCEHHOCMU — MEHCMpYanvHulx  6bldeneHuil. Hecmomps Ha Heobxodumocmob
0ONOJIHUMENBLHO20 U3YYeHUust OaHHO020 60Npocd, KAUHUHecKue OaHHble YKA3blearm Ha mo, umo
88edeHue ICMPO2eHO8 MOXHem UCNONb308aMbCsl 0N OCIAHOBKU MSIHENbIX MAMOUHBIX KPOBOMeUeHUT.
TopmoHbl MOXHO HA3HAUAML ONUMENBHO Ol YMEHbleHUs NPOOOAHCUMENbHOCMU U 06UNbHOCMU
MeHCmpyanvHulx 8bldeeHUll.

B nepumenonayse npu namosozuu dHOOMempus U HAAUYUU MAMOUHbIX KPOBOMeUeHULl 803MOMCHO
npoeedeHue adnayuu sHooMmempusl.

e PekomeHpyercss TmaiueHtaMm ¢ BB ucmonmb3oBaHMe — MHrMOMTOPOB  ubGpUHOMM3A
(TpaHekcamMoBasl KMCIOTa™*, aMMHOKAIIPOHOBAsI KMUCIOTA**) IpuU IPOBEIEeHUM OIlepaTUBHBIX
BMeIIaTeNlbCTB, OCOOEHHO Ha MapeHXMMAaTO3HBIX OpraHaX, MpU SKCTPakuuy 3y6OB, JIEUEHUU
paH, HOCOBBIX KpOBOTeUeHUsIX [7,15, 32, 33].

VpoBeHb yOoeIUTEeTbHOCTY PEKOMEHJAINIi A (YPOBEHb JOCTOBEPHOCTH JOKa3aTelbCTB — I)



KommenTtapum: Hueubumopst ubpunonusda. Hcnonvdyromcsa kaxk 0ononHeHue K cheyuguueckoli
3amecmumensHotli mepanuu. HauGonee 3(ekmusHsl npu KposomeueHusix u3 pad CAu3ucmelx
obonouek. Moeym uchons308amocsi 01 JieueHus KposomeueHull Opyzux Jokanudayuil. 3anpeuwjeHo
UCNOIb308aMb NPU NOUEUHBIX KPOBOMEUEHUSIX.

e PekomeHayeTcs naieHTaM ¢ BB B couetTaHuu ¢ aHruopyciuiasueit (Bbisipisercst y 1,1%-6,5%
nauueHToB ¢ kpoBoTeueHusimu 13 JKKT) ripoBeseHMe TOKaAbHbIX FeMOCTaTUUECKIUX TIPOLIeYD,
TaKMX KakK 3JIeKTPOKOATYISINS, Ja3epHass GOToKoaryIsuysi, CKiaepoTepanysi, anruorpadus c
samb6onusanueii [10, 20].

VYpoBeHb yoeauTenbHOCTY peKoMeHaanuii D (YypoBeHb JOCTOBEPHOCTH KOKa3aTeIbCTB — V)

KommenTapuu: Peyudusupyroujue xieny0ouHo-KulleuHsle KpogomeueHus: 6e3 5136eHH020 aHAMHE3a
Moeym Obimb 00ycnosneHsl cunopomom Heyde, npu komopom umeemcs cOuemaHHas NAmMoONO2Usl:
aopmanvHolli CmMeHo3, aHeUOOUCNA3UA U Jely0OuUHO-KUUleuHble KpogomeueHus.  IIpuuuHoli
Kposomouusocmu sigsisiemcst ocedanue KpynHolx mynemumepos VWFE Ha noepemcdeHHbIX aopmanbHbix
KJIanaHax 6 30He U3MEHeHH020 KpOB80MOKA U NOCMOSIHHOU NOo8bluleHHOU Hazpy3ku. Xupypeuueckas
KOppeKyusl aopmaibHulx KAANAHO8 Npugooum K HOPMAIuU3ayuu Kpoeomokd, COXPaHeHUI0
MynsmumepHoli komnosuyuu VWF u Kynuposauuio KposomeueHuli. JJaHHas mepanus OOJHKHA
nposooumuscsi 8 00NOJIHeHUe K NpoQUIAKMuueckomMy JeueHuro KOHUeHmpamamu @axkmopos c
B03MOMHOU KOMOUHayuell ¢ aHmu@ubpuHonuMuuecKuMu npenapamamu. Jleuenue nayueHmos
npoeooumMcs: C0BMeCMHO € 2aCMPOIHMEPONI020M U HA3HAUEHUeM NPOMUBOSI36eHHOL mepanuu.

CJ'IE,E[Y@T Y4eCTb, UTO Yy IMallMM€HTa MOIYT ObIThb HeCTaHOapTHbIE ITPOSABJIE€HUA 6OHQ3HI/I, a TaKXKe
coueTaHme KOHerTHOf;I 6oJesH ¢ OPYTMMHM TIATOJIOTMAMM, UTO MOXET AMKTOBATH JieualleMy
Bpauy M3MEHEHUS B aJITOPUTME Bb160pa ONTUMAaJIbHON! TAKTUKN OVATHOCTUKY U JIEUeHUSI.



4. PeaOviauranus

e PekomeHAyeTcss TmauueHTaM ¢ BB ¥ mopaxkeHuMeM OIOPHO-IBUTraTeIbHOrO ammnapara
CaHAaTOPHO-KYPOPTHOe JieueHle B CAaHATOPUSIX opTomenuyeckoro npodus 1-2 pasa B rog [23].

VYpoBeHb yoeaUTeTbHOCTY peKoMeHaanuii D (ypoBeHb JOCTOBEPHOCTH KOKa3aTeIbCTB — V)

KommenTapum: Ilpu BB 3 muna 803MOXHO NopajeHue O0NnopHO-08U2amMebH020 annapamad,
CYyWecmeeHHO JUMUMUPYIOUje20 COYUAIbHYI0 adanmuposaHHocms nayueHmos. Ilayuenmam ¢
nopay)eHuem ONOPHO-08U2AMENbHO20 annapama HeooXo0umMa @QYHKYUOHANbHAS peaduaumayusl.
Pazpabomka peabuiumayuoHHslx meponpusimuii 0onxcHa npogooumsCcsk C0BMeCMHO Cheyualucmamu
no peabunumayuu, Kypopmoaozuu U 2emamonozamu, UMewumMu Onvlm JedeHuss NayueHmos c
HAapyweHusIMu c6epmul8aHust Kposu.

JleueHue MOMCHO npoeoaumb 8 CAHAMOPHO-KYPOPMHbBIX Op2AHU3AUUSX 6 KAUMAMuU4ecKoll 30He
npoxcusaHus nayueHma, a maxkxice Ha 6anvHeon02UUeCcKUX Kypopmax.

IlenecoobpasHo nposedeHue UKo NCUXON02UUEeCKOLl adanmayuu 01 NayueHmos ¢ zemounueti.

e PexkomeHpayeTcst BceMIlalyeHTaM ¢ bB mpoBemeHue KON IICUMXOJIOIMYECKO afanTauumn Ajis
nauyeHTos ¢ BB [23].

VYpoBeHb yoeauTeTbHOCTY peKoMeHAanuii D (YypoBeHb JOCTOBEPHOCTH KO0Ka3aTeIbCTB — V)



5. ITpodunakTuka

¢ PeromeHpyeTcsl HaOIOEeHNE U JIeueHle TalMeHTOB ¢ BB MpoBOAUTD IPYIINON CIENUaIuCTOB
pasauMYHOTO Mpodwis, BKIKOYAIOIIE reMaTosiora, meAnaTpa, aKylepa-ruHeKkosiora, OpTornea,
cromarosiora, (usuorepaneBta, Bpaua JIOK, mcuxosora, MMeOIIMX OIBIT paboThl C
nauyeHTaMu C HapylueHusiMu remocrasa [10, 16, 23].

VYpoBeusb yoeauTeIbHOCTH peKoMeHaanuii D (YypoBeHb JOCTOBEPHOCTH KOKa3aTeIbCTB — V)

KommenTtapum: Ocmomp nAayueHmos 2eMamosnozom, 2UHeKON020M (Y HEHIUH), CMOMamosiozoM,
opmonedom 0oxeH Nposooumscs. He MeHee 2-X pa3 8 200; OCMANbHbIMU CNeYUAIucmamu - no
Heobxodumocmu. Ilenecoobpa3Ho nposedeHue Ouchaxcepuzayuu nayueHmos 1 pa3 8 200 8
CNeyuanu3upoBaHHoM UeHmpe 2eMopuIuU, eciu UYeHmp pacnoidazaem 00CMAmMoOYHoOl KAUHUKO-
nabopamopHoii 6a3oti.

Zucnatceproe HabnwdeHue 3a hayuenmamu ¢ BB donxcHo eknrouams:

e o0s3amesieH OUHAMUYECKULl MOHUMOPUHZ COCMOSIHUSL NAayueHma ¢ OUYeHKOl Haiuvus
HexceslamesibHblX s168J1eHUll npu nposedeHUU 3amecmumensHoll mepanuu: noseJjieHue uHeubuUmopos K
axmopam ceepmoléaHus Kposu, UHOUBUIYAIbHASL HenepeHOCUMOCMmb npenapama, 6UpycHas
KOHMAMUHAYUSl, U3MEHEHUS NCUX0JI02UYeCcK020 WIU COYUAIbHOZ0 cmamyca nhayueHmd, OUeHKa
COCMOsIHUSA nepudepuueckoli 6eHO3HOL CUCMeMbl;

e JleueHue ocnoxHeHuli BB: koppekyus deuyuma xeneda, UHzuGUMoOpos;

® gbisieJIeHUe U JledeHue conymcemayujux 3abosesatuti, ocobeHHo 3aboiesanuli 3y60s, nosocmu pma,
JKKT, JIOP-opzaHo8, 0p2aHo8 MouesblOeUmenbHOl U Nnoaoeoli cucmem, namoyozuu cepdeuHo-
cocyoucmoti cucmemal u 0p.;

¢ PexomeHayeTcsl TMamnyeHTaM ¢ BB, momy4amommMm npoduiakTiyeckoe JjiedeHKe, BBeleHNe
npernapara NPOBOAUTbL Ha JOMY CaMOCTOSITEIbHO U/MIM C TIOMOIIbIO POACTBEHHUKOB (CM.
pasnen JleueHne) [23].

VYpoBeHb yoeaUTeTbHOCTY peKoMeHaanuii D (YypoBeHb JOCTOBEPHOCTH KOKa3aTeIbCTB — V)

KommenTtapum: Krniouesvimu acnekmamu OyeHKU YIydwleHus COCMOsiHUs 300p08bs U Kauecmea
JHCU3HU nayueHmos ¢ BB sensiomca: npedomepaujeHue pazeumusi 2eMoppazudeckozo cuHopomd,
pezpecc Uiu O0CMAaHOBKA NPO2PECCUPOBAHUSl KOCMHO-CYCMABHBIX U MbIUEUHbIX O0e2eHepamusHblX
U3MeHeHUtl, omcymcmeue CHOHMAHHbIX KPOBOU3IUSIHULL



6. JonmomuuTeabHass MHGOpMaLVs, BIAUSIONIAs Ha
TeueHMe U UCXO0J, 3a00/1eBaHVs

CromaTonormyeckast IMOMOIIIb

[MamenTam ¢ BB mpoBOANTDb MJIaHOBbIE CTOMATOJIOTMUYECKME OCMOTPbI TPOBOJANUTb HE MeHee 2 pas
B rop [7, 14, 20]. O6bIUHBIE OCMOTpPBLI CTOMATOJIOTA M YMCTKA 3yOOB MOTYT IIPOBOAUTHCSI Oe3
3aMeCcTUTeNbHOM Tepanuyu KoHieHTpatramu OCKVIII+vWF**/OCKVIII** conmepxkammnit vWF.
OgHako HeoOXOOMMO MMeTh B  CBOOGOJHOM  [IOCTYIle  TIeMOCTaTUYeCKue  IIperapaThl
(mecMorpeccMH**, TpaHEKCaMOBYI0 KUCIOTY™). JIis1 maieHToB BB BakHO COO/IOIEHMEe TUTMEHbI
MOJIOCTY PTa, UTO ITOMOTAET MPENOTBPATUTb PA3BUTHE MAPOMOHTO3a U Kapueca. [IJIsT YMCTKY 3yO0B
HeOoOX0IMMO MCITO/Ib30BaTh MSITKYIO 3yOHYIO IIeTKy. MecTHast aHecTe3Ms y Mal[MeHTOB C TSKesoii
dopmoit BB (Tum3) mpoBOAMTCS TOJbKO Mocie BBeaeHus KoHueHTpata PCKVIII+VWE** TIpu
Jlerkux ¢opmax 3abojieBaHUSI BBeIEHME KOHIIEHTPATOB (PaKTOPOB CBEPTHIBAHMUSI HE SIBJISIETCS
00s13aTE/IbHBIM, Yy 9TOM TPyNIbl MAalMeHTOB MOXKeT ObITh MCIIONb30BaHA  Teparmst
necmorpeccuHoM™* [4, 7, 16]. Tlpu oka3aHMM CTOMATOJOTMUYECKOV TIOMOIIM BaskHO TeCHOe
B3aMMOJIeICTBIME XMPypra-CTOMAaTo/Iora ¥ Bpaua reMaTosiora. YaajeHue 3yoa Uin XUpypruueckue
MpoLeAyphbl AOKHBI BBITIOMHSITHCS MO, CTPOTMM KOHTPOJIEM reMOCTasa M Iocjie KOHCY/IbTaluu
reMarToJiora.

IIpy mMpoBeJeHUM CTOMATOJOTMUYECKUX TMPOLEIYpP BO3MOXHO TIPUMMEHEHME TpaHeKCaMOBO
KUCTIOTBI**  MAM  APYTUMX aHTUQUOPUHOIUTUUECKUX ITIPerapaToB C Iedbl0  YMEHbIIEHUS
HeOoOXOIMMOCTY B 3aMEeCTUTETbHOI Teparyuy KOHIIeHTpaToM (akTopa. BO3MOKHO MCIIONIb30BaHMeE
MECTHBIX TeMOCTaTUUYEeCKUX IIPernapaToB Mocie yaaaeHus 3y60B.

Ilpr OGIIMPHBIX CTOMATOJOTMYECKMX TIPOleAypax (HAJIOXKeHMe IIBOB, MHOXKECTBEHHAs
9KCTPAKIMS 3y60B) MOKET IMTOHALOOMUTHCS TOCIUTAIM3AIMS TTAllIeHTa B CTAllMOHAP.

Benenne namyeHToK ¢ BB Bo BpeMs1 6epeMeHHOCTY ¥ POAOB

IIpu eueHun GepeMeHHbIX skeHIIMH ¢ BB 3Hath Tun BB, a takke FVIII:C u vVWF:RCo B muiasme
KpOBU IManMeHTku [9, 16, 24].

IIpu nerkux u cpegHeTskenabix Gopmax BB (tum 1, Tum 2) koHueHTpauusi VWF B 1iasme KpoBuU
0OBIYHO BO3paCTaeT K TPETheMY TPMMECTPY 6epeMeHHOCTH, B HEKOTOPBIX CTy4YasiX ;O HOPMasIbHBIX
3HAUeHMi, ¥ Ha OITOM IJTale 3a4acTyld OTCYTCTBYeT HEOOXOAVIMOCTh IIPOBENeHMs
reMOCTaTUYeCKOil Tepamuu. B mepBhIX [OBYX TpMUMecTpax OepeMeHHOCTM KOHIeHTpaius VWF
TOBBIIIAETCSI HE3HAUMTeNbHO, YTO YBeIMUMBAeT PUCK CaMOIpPOM3BOIBHOTO abopra co
3HAUUTEIbHOJ KPOBOIIOTEpet.

Ipu Tspkenbix opmax BB akTuBHOCTH VWF BO Bpemsi 6epeMeHHOCTY BO3PacTaeT HeJOCTaTOUHO.
ITpu HEO6XOAMMOCTY TeMOCTATMYECKOil Tepamuu Ipu 3TUX Tuax BB ciaemyeT ucCIoab30BaTh
koHueHTpaTel FVIII, comepskauime vWEF. [lo3a KOHLieHTpaTa OMNpenenseTcsi B 3aBUCUMOCTU OT
ypoBHs daktopa VIII y maryeHTKy, onpeneneHHOro B 28 — 30 Heenb 6epeMeHHOCT.

Bbi6Op CpPOKOB ¥ METOLOB pOAOpaspelieHus] MPOBOAUTCS IO CTAHZAPTHBIM aKyIIepCKUM
MOKa3aHMsIM. B GObIIMHCTBE CIyd4aeB 6epeMeHHOCTb ¥ POJbI Y MAIMeHTOK ¢ BB mpoTekaioT 6e3
OC/IO)KHEHMII ¥ [Jaxke OKa3bIBAIOT OJArompusiTHOe BO3[ECTBME Ha KIMHUYECKOe TeueHue
3abomeBanusi. IIpu COOTBETCTBYWOIIEN MpodWIakTUKe >KEHIMHbI ¢ BB Moryr poskarb
CaMOCTOSITeTbHO, C TIpOBeleHMeM 3MuAypaabHoit aHectesun, ecau FVIII:C cocTaBisieT He MeHee
40%. TIpu pelieHUM BOIIpoca 0 criocobe pomopaspeleHns (BarmHaabHOE MM OTIepaTUBHOE), eC/IN
okumaeTcs poxkaeHue pebeHka ¢ BB, BbI6paTh Hanbosee aTpaBMaTUYHbI c11ocob [9, 16, 24].

OrniepaTMBHOE poJoOpa3pelleHue IyTeM KecapeBa CedyeHus MOXHO mnpoBoguTh Iipu FVIII:C He
meHee 50%. BakyyMaKCTpakuMs SIBJSIETCSI ONACHOI M He MOJDKHA TPOBOIUTHCS B OTHOIIEHUMU
IJIOOB, Y KOTOPBIX ITogo3peBaeTcs bB.

V skeHIIMH ¢ BB NOBbILIEH pUCK MEPBUYHOTO M BTOPUYHOIO IIOCIE€POAOBOrO KPOBOTEUEHMS,
IOCKOJIbKY IOBBILIEHHAs1 KOHLleHTpauysi VWF B I71a3me KpoBU CHYDKAETCS Cpasy ke I0cjie POLOB.
Puick Gostee BBICOK Y sKeHIIVH ¢ BB 2 Tuma 1o cpaBHeHMIO € skeHIHamu ¢ BB 1 Tuma.

V Bcex skeHIIMH ¢ BB 11ej1ecoo6pasHo B IIOCTIEPOL0BOM IIePMO/ie B TeueHne 2—3 Helellb IIPOBOAUTD
71abopaTOPHbIt KOHTPOJIB C onpeneneHreM akTuBHOCTY VWF u FVIIL.

Beinucka manyeHTOK U3 CTalMOHapa OO/DKHA IMPOM3BOOUTHCS HE paHee CeAbMbIX CYTOK ITOC/Ie
pPoOaooB (CaMOHpOI/ISBOJ’IbeIX) M He paHee OeCATbIX CYTOK IT0C/Ie OIepaTMBHOIO pogopa3penieHns.



BB y HOBOPOXXIeHHBIX

IMocste pomopaspeliieHns y MauyeHToK ¢ BB Heo6xomumo oTo6paTh 06pasel] MyMOBMHHO KPOBY B
MPOGUPKY C IIUTPATOM HATPUS [IJIST OTIpeie/IeHNsI aKTUBHOCTY (DaKTOPOB CBEPTHIBAHMS KpOBU. [Ipu
OlleHKe pe3ylbTaTOB HEOOXOAMMO YUYUTHIBATH BO3pacTHble OCOOGEHHOCTM. JI0 MoMeHTa
IMArHOCTUKM Y HOBOPOXKAEHHBIX C OXMgaeMoii BB skenaTenbHO BO3IEPKAThCSI OT BEHEMYHKI[UIA
(TonmbKO sl AuarHocTuku BB), or6opa 06pa3sioB KanmWUISIPHON KPOBM U APYIMX MHBa3MBHBIX
MaHumynsui [5, 10, 13, 16].

TeHeTHYECKMIT PUCK HacaenoBaHus 6one3Hn Butebpanga cocrasiser 50%, He3aBUCUMMO OT IT0JIa
m0/a. ITockosbky BB B GOJBIIMHCTBE CTy4aeB HACAEAYETCs M0 ayTOCOMHO-TOMWHAHTHOMY TUITY,
3a6oieBaHNe MOTYT HAcaeIoBaTh AeTy 060MX IO0B. TeM He MeHee, JOPOIOBYIO AMArHOCTHUKY BB
O06BIYHO He TPOBOMSAT, ITOCKOAbKY PUCK Pa3BUTUSI KPOBOTEUEHUII Y HOBOPOKAEHHBIX B
OOJBIIMHCTBE CTy4aeB HEBEJIUK.

Tsokenyio dopmy (Tum 3) BB MOXKHO AMarHOCTMPOBATb Cpas3y ke IMOCAe POXKIEHMsS MO 06pasily
MyTIOBMHHOW KPOBM, OAHAKO Oosee jerkue (opmbl BB gmarHocTupoBaTh Yy HOBOPOXIEHHOTO
MPaKTUYECKM HEBO3MOXKHO, ITOCKOJIBKY IIOC/TIe POXIeHUs KOoHLeHTpauus VWEF 3HauuTenbHO
roBbIlIaeTcsl. HopMasibHbI pe3ynbTaT Tecra MOXKET MacKMpoBaTh Jierkyio ¢Gopmy BB. ITosTomy
o6cnemoBaHne pebeHka CieyeT OTVIOKUThH Ha HECKOTbKO MeCSIIIeB.

BakuuHanus

[Taunentsr ¢ BB MOTIyT OBITh BAaKIIMMHMPOBAHBI. Oco6eHHO BaKHO ImpoBeneHne BaKOMHaLMM OT
renatuta B. Hp]/[ BaKIMHaAIMM IIpeaIIouTeHne OTAaeTCs OpaJIbHOMY MM ITIOAKOXXHOMY BBEOEHUIO
npernapara, I10 CpaBHEHMIO C BHYTPMMbIIII€YHBIM UJIV BHYTPMKOXXHbBIM. Ecnu gns maHHOV BaKIVIHBI
AOCTYIIEH TOJIbKO BHyTpI/IMbIH.[eLIHbe/i ITyTb BBEOEHMNI, H€06XO,[LI/[MH 3aMeCTUTEe/IbHAas Tepanusd Ojad
npenoTBpamieHnnda pa3BUTUA reMaTOMbBI. B sTom cirydae HEO6XO,ELI/IMO IIPOBOOUTDH 3aMECTUTEJIbHYIO
HaKaHyHe BaKOMHaLUN. B meHb BakuMHalLWM BBegeHME nperaparta He peKOMeHOYyeTCs. Henb3sa
MPOBOAMTDH BAaKIMHAILIMIO BO BpeMS KPOBOTEUEHM .

HeskenaTtenbHast MeguKaMeHTO3Has Tepanus

[MaumenTam c BB HexkenaTenbHO MPUMeEHEHNe MPerapaToB, XyAIIAIMX GYHKINIO TPOMOOIUTOB
WM CBEPThIBAHMSI KpPOBU. [IpuMeHeHMe HAHHBIX MperapaToB MOXKET MPUBECTU K Pa3sBUTHUIO
TSIKEIBIX KPOBOTEUEeHMIi, KOTOPble He KOHTPONMPYIOTCS BBeJEeHMEM KOHIIEHTPATOB (aKTOPOB
cBepThIBaHMS KpoBM. OOHAKO pasBMBIIMICS TPOMOO3 MOXKET IOTpPe6oBaTh ITPUMEHEHMS
AHTUKOAryISHTOB. IIpefmouTeHMe HamO OTAAaBaTh TperapataM KpPaTKOBPEMEHHOTO IeViCTBUS.
Kaskmplit pa3 Heo6XOOVMO aHAIM3MPOBATh COOTHOIIEHME IIONMb3bl M DPUCKA OT IpPUMEHEeHMUS
QHTUKOATYJISIHTOB ¥ aHTUArPeraHTOB.

OﬁyquMe MalMeHTOB U WIEHOB UX ceMert

O6ydueHNe MalyeHTOB ¥ WIEHOB UX ceMeil — Heo6XOomMuMoe YCIoBye obecreueHus] aJeKBaTHOM
oMo manueHTam ¢ BB. OG6GydyeHue HauuHaeTcsl cpa3y IOCIe YCTAaHOBAEHMS OMarHosa u
MMPOBOAMTCS Ha TIOCTOSTHHOM OCHOBE BpauaMy M MEIMIIMHCKMMM CeCTpaMy LeHTpa, B KOTOPOM
Habmomaercst manueHT. O6yuyeHne MPOBOAUTHCS MHAMBUIYAIbHO IMPM IOCEIIeHUNM IeHTpa U B
paMKax MamyeHTCKO MKOJIbI.

OcCHOBHbIE HaIlpaB/ieHNs] 00yYeHMs TIAlMEHTA M WIEHOB €ro CeMbM: UTO Takoe BB, ocobeHHOCTM
nmeTeit, cTpamamoux BB, HaBBIKM OIEHKM COCTOSIHMSI pebeHKa, HaBbIKM OLIEHKM CHMIITOMOB,
XapakTepa ¥ TSDKeCTM KpPOBOTEUEHMs, XpaHeHMe M MCII0/b30BaHMe KOHIEHTPaTOB (DaKTOPOB
CBepThIBAHMSI KPOBM, ITOKAa3aHMSI M [O3bI 3aMECTUTEIbHOI Tepaluy, HaBbIKM IIPOBEIEHMUS
MHQPY3UM B OOMALIHMUX YCIOBUMSIX, YXOH 3a BeHaMH, MPUMEHeHMe APYTUX TeMOCTaTUUeCKUX
mperapaToB, (¢usnuyeckass aKTUMBHOCTb, IICMXOJIOTMYeCKass M  COIMaJibHAsl  ajarTarus,
npodeccroHaabHas OpUEHTAINS, IOPUANYECKIE aCTIEKThI.

I[Tomumo Bpaqeﬁ n mencecrep K 06y1-IeHI/II-O MalMeHTOB U WIEHOB UX ceMeit HeOﬁXO,ELI/IMO
MpuBJIeKaTb IICMXOJIOTOB, IOPMUCTOB U YJIEHOB 06H.IECTBBHHI>IX OpI‘aHI/IBaI_II/Iﬁ, npenacTaBIdIoInX
VIHTEepEeChI MallMMeHTOB C HAPYMICHUSIMM CBEPTbIBAHUS KPOBHA.

7. Opranusanusi MeOUIIMHCKOM IOMOIIU

Bcex manueHTOB ¢ BB peKOMeHZOBaHO PerucTpUpoBaTh M HAGMIONATH B CIIELMUATM3UPOBAHHOM
IeHTpe (10 BO3MOXHOCTM). [O/MmKHa OBITh KPYIIOCYTOUHAs BO3MOKHOCTb KOHTAKTa C
reMaToJIOrOM, MMEIOLIVIM OIIbIT JIEYeHNST TIAI[MEeHTOB C HapylIIeHMSIMY reMOoCTa3a.



TapanTupoBaHHOe Gecrepe6oitHoe ob6ecreueHne KoHueHTpaTamMyu @OCKVIII+VWE**/OCKVIII*,
comepskaumiit VWF, y manueHnToB ¢ BB, o0yueHne MpuMMeHEHNIO 3TUX MPEerapaToB WIEHOB CeMbI
nanyeHToB ¢ BB gB/seTCs MpropUTETOM B OpraHK3aly IIOMOIIM TaljMeHTam ¢ BB.

IToxasauus IJ1s1 IJIAHOBOV TOCIIUTAIN3aL[MN:
° TIJIAaHOBOE OMepaTUBHOE JiedeHue.
ITokasaHus AJI1 SKCTPEHHOM roCIuTaan3auum:

¢ JXM3HEYI'poXKalliee KPpOBOTEUEHNE;
® IIpoBeJieHVe SKCTPEHHOI'O OIIepaTMBHOI'O BMeIllaTe/IbCTBa.

Iloka3zaHus K BbINIMCKe MTallMeHTa U3 cTaloHapa:

® TI0/THad OCTaHOBKA KPOBOTEUEHUS



Kpurtepunu oreHKM KayecTBa MeAUIIMHCKOM
IMMOMOIIU

Ne¢ Kputepum kauecrsa YpoBeHb AOCTOBEPHOCTU YposeHb
AOKa3aTeNbCTB y6eauTtenbHocTn
peKkoMeHAauunin
1 BbINoNHEeH ocMOTp Bpa4yoM-reMaTosiorom 111 B
2 MpoBeaeHo wuccnefoBaHue obllero  aHanMsa KpoBuM € 111 B
onpeaeneHneM Konmyectea TpOM6OLLMTOB
3 BbinonHeHa koarynorpamMma (akTUBMPOBAHHOE YacTUYHOEe 111 B
TpoMm6onnacTMHoOBOe  BpeMsi,  MPOTPOMGMHOBOE  BpeMms,
TpOoM6UHOBOE BpeMsi, KOHLUeHTpauus dubpuHoreHa (no
Knayccy) n noacyeT konuyectsa TpoM6oUNTOB)
4 BbinonHeHo onpepeneHve AKTUBHOCTU dakTopos 11T C
ceepTbiBaHnsa kposn: VWF, FVIII
5 BbinonHeHa MOJEKYApHO-reHeTnyeckas AnarHocTnka 11 A
HapyweHuin vVWF
6 MposeneHa 3aMecTuTenbHas Tepanus KOHLEeHTpaTamu 111 B
dakTopos CBepTbiBaHUs  KPOBM B  COOTBETCTBUM C
BbISIBIEHHbIM nebuunToM (npwn OTCYTCTBUM
NpoTUBOMNOKa3aHuit)
7 JOCTUrHYTO MOBbIWEHNE AaKTUBHOCTU AedULUTHbIX (haKTopoBs 111 C
CBepTbIBAHUSA KpoB# (npyn  AMHaAMUYeCcKoM KOHTpone
npoBOAMMON Tepanuu)
80 OCTUrHyTa rnonoXuTeNnbHas AVHaMKKa KMHNUYECKNX v D
Ne WiKaH@@B®aruieckoro cuMHapoMa y nauveHta B | YPOBEHb AocToBepHOCTM | YpoBeHb
TeyeHue 24 4acos OT Hayana Tepanuun AoKasaTenbCTB y6eautenbHocTH
peKoMeHAauunin
9 JOCTUTHYTO K/IMHUYECKOe yyylleHMe COCTOSIHUS nauueHTa v D
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IIpunoxxenue Al. CoctaB padoueri rpymmnbl

1. 303yna Hagexpa lBaHOBHA, 1.M.H., Bpau-reMaToJIOl, 3aB. OTAenoM Koarynomnatuii ®I'BY
«HMMII, remaTonorumu» MuHsapaBa Poccum, HaIMOHAIbHOE IeMaTOJIOrMYecKoe OO6IIecTBO, I.
Mocksa.

2.KymckoBa Mapus AjiekceeBHa, Bpau-reMarojor othena koarynomnatuit ®IBY «HMUIL
remaronorum» MuHsapasa Poccuy, HalloHaIbHOE reMaToIorMyeckoe 001ecTso, I. MocKBa.

3. CBupuH ITaBen BsiuecmaBoBuu, Bpau-rematosior ['6Y3 Mopososckoii JII'KB [I3M r. MOCKBBI,
accUCTeHT Kadeapbl OHKOJIOTUM U JIyUEBOIi Tepanuu neguatpudeckoro dakynbrera 'BOY BITO
PHUMY um. H.W. [Iuporosa, Hal[OHAJbHOE OOLIECTBO JETCKMUX I€MaTOJOTOB ¥ OHKOJIOTOB, T.
MockBa.

4. MamaeB AHpgpeit HukosmaeBu4, 1.M.H., CTapUIMii HAayIHbINI COTPYOHMUK AnTaiickoro duimana
®I'BY «HMHUII remaronorum» MwuH3apaBa Poccum, HalMOHA/JbHOE TeMaToJOrMuecKoe
o61iecTBo, I. BapHayit.

KoHMIMKT MHTEPecoB: HeT




IIpunoskeHue A2. Metomosorusi pa3padboTKu
KJIMHUYEeCKNX peKOMeHJaluun

LeneBas ayauTopusa - Bpaun:

e Bpaun-remartosioru

e Bpaun-neguatpbl

e Bpaumn-TepaneBTsbl

e Bpaun-xupypru

e Bpaumn-CcTomMaTosioru

e Bpaul-0TOMapUHTOIOTU

e Bpaun-oproriebi-TPaBMaTOIOTU

MeToapbl, UCII0/Ib30BaHHbIE JJIS1 C60pa/CeIeKIUU T0Ka3aTeIbCTB:

e [louck HYGIIVIKa[U/H‘/J[ B CrieMaJIn3MPOBAHHBIX IIEPUOANYECKUX IMTeUaTHBIX U3aHUAX
e [louck B SJIEKTPOHHBIX 6a3ax JaHHBIX.

Bassl JaHHBIX, UCIIOIb30BAHHBIX IJIs1 CO0Pa/CeNeKIMN JOKa3aTe/IbCTB:

IokasaTenbHOI 6a30ii O/ peKOMeHIaluit SBISIOTCS MyOauKaluy, Bolleaie B 6a3bl JaHHBIX
PUBMED, MEDLINE, KokpaHoBcKo#1 616/moTekn. ITouck mpoBoauiicst Ha ry6uny 6omee 10 Jier.

MeTonpl, MCIIO/Ib30BaHHbIE 1711 aHA/IN3a J0Ka3aTelbCTB:

e Q030pbl  MeTa-aHaIM30B, PaHIOMM3MPOBAHHBIX  IIPOCIIEKTUBHBIX  KOHTPOIMPYEMbIX
TepeKpeCcTHBIX KAMHUYECKUX UCCTeTOBaHMIA.

¢ 0630pbI OMY6IMKOBAHHBIX MCCIENOBAHMI CIyUaii-KOHTPOJIb MY KOTOPTHBIX MCC/IeI0BaHMIA.

o CucremaTuyeckue 0630pbl C TabGAMIIAMM TOKA3aTEIbCTB.

MeTonpl, MCIIO/Ib30BaHHbIE 7151 KAUeCTBa U CUJIbI I0Ka3aTe/IbCTB:

e KoHCeHCyC 5KCIIepTOB;
e OueHKa 3HAYMMOCTM [I0Ka3aTeJbCTB B  COOTBETCTBMM C  PETUMHIOBOI  CUCTEMOIA
y6eIUTeNTbHOCTHM TOKa3aTeNbCTB (IpuioskeHue I11).

MeTtoponorusi pa3paboTKy peKOMEH A MIi:
OnucaHue MemoouKu aHaau3a 00Ka3amenscme u pa3paéomxu pekomeHoayuii

IIpu oT6ope My6IMKAIMiA, KaK MOTEHIMATbHBIX VICTOUHMKOB JIOKA3aTelbCTB, MCIIOIb30BAHHAS B
KaKIOM MCCIeIOBaHUM METOAOJNOTHS MO/DKHA ObITh M3ydeHa IJisi TOTO, UTOGbI yOeauThCS B
COOTBETCTBUM €e TIPUHIMIIAM J0Ka3aTeJlbHOV MeOUIVHbI. Pe3ynbTaT M3yueHUs] BIUSIET Ha
YPOBEHb OKA3aTebHOCTH, MPYCBAMBAEMBIIi IMyOIMKAIMM, YTO B CBOIO OUYEPEIb BIMSIET HA CUITY
BBITEKAIOIIVX 13 Hee peKOMeHIaLuii.

Mertozmosornyeckoe usyueHne GoKycupyeTcs Ha 0COOEHHOCTSIX Iy3aiiHa MCCIeI0BaHMs, KOTOPbIe
OKasbIBa/IM CYIIECTBEHHOE BJIMSHIE Ha KAUeCTBO Pe3y/IbTaTOB M BbIBOJOB.

C 1IeNbI0 UCKITIOUEHUST BIUSHUS CYObeKTUMBHBIX (DAKTOPOB KaXK[Ioe MCCIeJOBaHME OLIEHMBAETCS,
KaK MMHMMYM, OBYMSI HE3aBMCUMBIMM UJ€HAMM aBTOPCKOTO KOJUIEKTMBA. Pasjauuus B OI€HKe
06CYKAAIOTCST HA COBEIAHMSIX paboyveil IpyIIbl aBTOPCKOTO KOJJIEKTMBA JAHHBIX PEKOMEHAAINIA.

Ha ocHOBaHMM aHa/iM3a JOKa3aTeNbCTB pa3paboTaHbl pasfesbl KIMHUYECKUX PeKOMEHIAIuii ¢
OLIEHKO/ CUJbI B COOTBETCTBUMU C PENTUHIOBOI CUCTEMON Trpajauuii 10Ka3aTeJIbHOCTU
pekomeHauuii (mpunoxenue I12).

MeTozpl, UCIIO/Ib30BaHHBIE 4151 (OPMYIMPOBAHNS PEKOMEH AL :

e KoHCeHCYC 3KCIIepTOB.
e OueHKa 3HAYMMOCTM PEKOMEHAALMIT B COOTBETCTBUM C PETUHIOBOI CXEMOJ [TOKa3aTelbCTB
(ITpunoskenms I11,112).

MeTopomnorusi Baauan3anny peKoMeHarii:
Memoos! sanuduzayuu pexomeHoayuii:

o BHemHss JKCIIepTHa4d OLl€HKa.



e BHYTpeHHsIsI 9KCIIepTHAS OLleHKa.
Onucaxue Memoouxu 8aiudu3ayuu pekomMeHoayuti:

PekoMeHJauMM B TIPeIBAapUTEIbHOM BEPCUM PELEH3UPYIOTCS HEe3aBUCUMMBIMM SKCIIEPTaMMU,
KOTOPBIX  IPOCST  IPOKOMMEHTHPOBATh, HACKOJIbKO KAueCTBEHHO MHTEPIIPETUPOBAHbI
loKa3aTelbCTBa M pa3paboTaHbl peKoMeHaaluu. Takke MPOBOIAUTCS SKCIIEPTHAsI OL€HKA CTUJIS
U3IOKEHMS] PEKOMEHIAINIT Y UX AOCTYITHOCTY JJIsl IOHMMAaHMSI.

[IpenBapuTenbHble BepcuM DPEeKOMEHAAUMII MpPeNCTaBisSIIoTCS IS OOCYKAeHMS Ha HayJIHbBIX
reMaToNOTMUeckux KoH(MepeHIusX HalMoHANBPHOTO  reMaToJIOrMYecKOro  OOIiecTBa U
HaumoHampHOro 006lecTBa OETCKUX TeMaTOJNIOTOB M OHKOJIOTOB, BEOYIIVMY CIHEeIMaTUCTaMU
npodwmibHbIX PefepanbHbIX LIeHTPOB PO 1 MpakTUUeCKMMy BpayaMu.

V3y4aroTcsi KOMMEHTapuUM CO CTOPOHBI Bpaueii-reMaToNoroB aMOyJIaTOPHOTO U CTAllIOHAPHOTO
9TalioB B OTHOIIEHMM JOXOAUMBOCTM U UX OLIEHKM BaKHOCTM peKOMeHZAlMii Kak pabouero
MHCTPYMEHTa ITOBCeIHEBHO MPaKTUKMA.

3amMevyaHMs] M KOMMEHTapuu, TMOJyYeHHble OT 3KCIepTOB, TUIATEJbHO CUCTEeMaTU3UPYIOTCS U
06CY>KIar0TCSI aBTOPCKUM KOJUIEKTMBOM. IIpy HEOOXOAMMOCTM TTPOBOIUTCS BHECEHVE M3MEHEHMIA
Y JOTIOJIHEHUIA B TEKCT peKOMeHIaluii.

OKOHYaTe/IbHASI PeJaKIIs:

[ OKOHYATeNbHOM pefakluuy M KOHTPOJISI KauecTBa PeKOMeHIalluy MOBTOPHO aHAIU3UPYIOTCS
yieHaMy pabodyeil T'PYIIb, AJisS MOATBEPKIEHUs TOro, YTO BCe CYIIEeCTBEHHbIE 3aMeuaHus U
KOMMEHTApuy SKCIEePTOB IPUHSITBI BO BHMMAaHME, PUCK CHUCTEMATUUECKMX OIIMOOK TpuU
pa3paboTKe CBeIeH K MUHUMYMY.

OKkoHuaTeNbHAs pefaKius KIMHUUECKUX PEeKOMEeHIAIMii pacCMaTpMBAeTCs M yTBEPKIaeTcs Ha
3aceganuy IIpodwmiabHOI Komuccum 10 Tematomorum, Pabodeil rpymmbel 1o paspaboTke
KIVMHUYECKMX PEKOMeHIanii [eMaToornueckoro Hay4Horo eHTpa 1 HamyoHanbHOro o61ectsa
JeTCKUX TeMaTOJIOTOB U OHKOJIOTOB, M B 3aKIIOUeHMM, Ha KOHTpecce (Cbe3le, IUIeHyMe)
reMaToJIOTMYeCKMUX OOIIEeCTB.

ypOBHM AO0Ka3aTeJIbHOCTU pEKOMeHI[aI.H/Iﬁ

(B COOTBETCTBMM CO IIKaJaMM, pPa3pabOTaHHBIMM AMEPUKAHCKUM OOIIeCTBOM KIMHUYECKON
onkosoruu (ASCO) u EBporieiickim 0611eCTBOM MeOUIIMHCKOM oHKomoruu (ESMO)

IIpunoxenmne I11

YpoBeHb AoKa3aTelbHOCTH Tun gokasaTtesibHOCTU

1 [lokasaTenbcTBa  MosiyyeHbl B pe3ynibTaTe  MeTa-aHanusa  6OMbLIOro  YWCia  XOpOLLo
CNIaHUPOBAHHbIX PaHAOMU3NPOBAHHbLIX MCCﬂeﬂOBaHMﬁ. PaH,ELOMVBI/IpOBaHHbIe unccnenoBaHusa C
HU3KWUM YPOBHEM JTOXXHOMO3UTUBHbBIX U NTOXXHOHEraTUBHbIX ownbok.

I [oka3zaTenbctBa OCHOBaHbl Ha pe3ynbTatax He MeHee OAHOro Xopowo cnjaHMpOBaHHOIO
paHAOMU3NPOBAHHOIO MCCieAoBaHus. PaHAOMU3MPOBaHHbIE WUCCNEA0BaHWA C BbICOKUM YPOBHEM
JIOXKHOMO3UTUBHBIX U NTOXXHOHEraTUBHbIX OLIMGOK.

III [okasaTtenbCTBa OCHOBaHbl Ha pesynbTartax, XOPOLWO CMIAHWPOBAHHbLIX HEPAHAOMW3MPOBAHHbBIX
nccnenoBaHnii. KOHTPOMpyeMble WCCNefoBaHns C OAHOW FPYNMoW NauMeHTOB, WCCNeAoBaHWA C
rpynnoi NCTOPUYECKOro KOHTPONS U T.A.

v [okasaTtenbcrea noJsly4yeHbl B pe3ysbTaTe HepPaHAOMU3MPOBAHHbIX nccneaoBaHui. HEﬂpﬂMble
CpaBHUTENIbHbIE, OMUCaTEe/IbHO KOpPpesiAUuMOHHbIE UCCNeAOBaHUA W UCCNEeAOBaHUA KINMHUYECKUX
cny4aesB.

\Y Jloka3zaTenbCTBa OCHOBaHbl Ha K/IMHUYECKMX C/lyvasx U npumepax.

IIpunoxenue I12 CTeneHb U rpajgauym JoKa3aTeIbHOCTU PeKOMeHOaluit

CreneHb Fpajauus

A [okaszatenbctBo I ypoBHS WMAM  YCTONYMBBLIE MHOFOYMCNEHHble JAaHHble II, III unum IV ypoBHs
[loKasaTesibHoCTH

B [okazaTtenbctsa 11, III nnun IV ypoBHS, cunTaloWwmnecs B LEOM YCTOMYMBLIMU AaHHbIMU

C [okazatenbctsa II, III, IV ypoBHS, HO AaHHblE B LIeIOM HEeyCTOMUMnBbIE

D Cnabble nnun HecucTeMaTMyeckne sMNMpUYecKne AokasaTenbersa

ITopsoK 0GHOBIEHMS KIMHUYECKMX PeKOMEeHIalii.

MexaHn3M OOGHOBJIEHMSI KIMHUYECKUX PEKOMEHIAIuii MpeaycMaTpUBaeT UX CUCTEMATUUYECKYIO
aKTyaIM3alnio — He peske YeM OAVH pa3 B TpU TOHA WM IIPU TOSIBJIEHUM HOBOV MHGOPMAIUU O



TaKTVKe BeIeHVs MAllMeHTOB C JAHHBIM 3a60eBaHueM. PemeHne 06 06GHOBIeHMY TpUHMMaeT M3
P® Ha OCHOBe TpEIJIOKEHMIT, TMPEeACTaBIeHHbIX MEAUIVMHCKMMY  HEeKOMMepYeCKUMM
npodeccMoHaIbHbIMM OpraHu3anysiMu. ChopMupoBaHHbIE TPEIJIOKEHMUST TOJIKHBI YUYUTHIBATD
pe3yibTaThl KOMITJIEKCHO OLIEHKM JIEKAPCTBEHHBIX MPerapaToB, MEAVLIMHCKUX U3AENNIA, a TAKXKe
pe3yabTaThl KIIVMHUYECKO armpobanymn.



IIpunoxxenmne A3. CBsi3aHHbIE JOKYMEHTbDI

Her.



IIpunoxxenue b. AnropuTmsl BeJeHUs MalyieHTa

AJiropuTM BeeHus MalyeHTa ¢ 60/1e3HbI0 Buie6panaa

IIpaaoxkenne b. AMropaTMel BeJeHHA HANHEHTA
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IIpunoxxeune B. MHdopmarnysa ajis1 nanMeHTOB

LleHTpBI 1O JIeYeHNIO MalMeHTOoB ¢ bB:

e OI'BY «HMMUL] remartonorum» Mun3gpaBa Poccum, otmen xoarysionatuii. HOBbIVi 3bIKOBCKMIA
mpoesn, 1. 4, r. MockBa, 125167. Ten 7 (495) 612 29 12.

e ['BY3 Mopososckas KB [13M, r. MoCKBa, reMaToJIOrMUecKkoe oTaeneHme. 4-biit JoOpbIHUMHCKMIA
nep., . 1/9, r. Mocksa, 119049. Ten. 7 (499) 236 15 87.

e Topopnckoii 1eHTp 1o jnedeHuto remodminu CII6. TBY3 «loponckas monuKavMHUKA N2 37».
TopoxoBas yi., 1. 6, T. Caukr-ITeTep6ypr, 191186. Ten. 7 (812) 315 48 71.

e HUU rematonoruu u Tpancdysuonorun. 2-as CoBerckas yi., A. 16, r. Caukr-ITetep6ypr, 191186.
Ten. 7 (812) 274 56 50.

e OI'BY KupoBcKkuii Hay4YHO-UCCIeA0BATENIbCKMI MHCTUTYT I'eMaTOIOTUN U TIepeIMBaHMs KPOBMU.
KpacHoapmerickas yi., . 72, r. Kupos, 610027. Ten. 7 (8332) 67 9197

o Anraiickuit puwiman OIBY «HMMUII remaronorum» MwuusgpaBa Poccun. KpaeBoit 1ieHTp
rmaTosoruu remocrasa. Jismuaesckoro yi., 1. 1, r. Baprayi, 656024. Ten. 7 (3852) 68 98 80.

ITPOTOKOJI

reMoCTaTUYeCKO Tepalnu KOHIIeHTpaTaMu q)aKTOpOB

CBepTHIBaHMS KPOBU 3a 200 ropa
®.1.0. 60/1bHOTO Bec (Kr)
HJata poxgeHus Ten. JlnarHos
Ne fata v Bpems Xapaktep Hata wn Bpems HanmeHoBaHue M.E. Knununyecknin Moanuce
m\n obocTpeHust obocTpeHus BBEAEHUSA npenapata dakTopa addekT (Bpems 60nbHOroO
KOHUEeHTpaTa HacTynneHus
ynyduweHsms u - ero
nposiBfieHnsa -
yMeHblLu.60nu,
ob6bema
KPOBOMBMUSIHUA ~ ©
ap.)
1. 01.01.01 remapTpos 01.01.01 500 15.45 yMeHblueHne
npas. 15.00 6onu

JIOKTEBOro
CyctaBa

Pacuer 103bl KOHIIEHTPATa, HEOOXOAMMO 111 BBEIEHMS !
Octpsie reMapTpo3bl: 1 cycras - 20 ME\KT macceI Tena

2 1 6oree CcycTaBoB - 30 M.e.\KT Macchl Teja
T'emaToMbI HeGOMBIIMX pa3mepoB: 20 ME.\Kr MacchI Tena
3abprommHHable TeMaToMbl: 40 ME\KT MacchI Tena
IMogmuck evarero Bpava
IMopmmuch nanyeHTa
BHVMAHUE!
BBOIMUTH KOHIIEHTPATHI (PAKTOPOB CBEPTHIBAHMS
KpOBYM HEOOXOAMMO B CAMOM Havajie KpOBOU3JIUSHs !

7151 KOHCY/IbTALIMIT 3BOHUTD 110 TeJI. (KpyTJIOCYTOYHO)

IMamaTKa /i alMeHTOB

V maumeHTOB C 60se3Hbl0 Bune6panna (BB) ObIBAIOT BHYTPEHHME U HApYKHbIe KPOBOTEUEHUSI.
MHOrouncaeHHble KPOBOTEUEHNSI B OJHOM M TOM YK€ CYCTaBe MOTYT IIPMUBECTU K €r0 TOBPEKIEHUIO
1 6oJIeBbIM OIlIyIeHMsIM. [IOBTOPSIIONIMECS] KPOBOTEUEHMST MOTYT BbI3BAaTh ApPYTMe 3a60eBaHMsl,



Takyue, Kak apTPuUT, IIPY KOTOPOM 3aTPYAHSETCS XOAbOa WIM BBIMIOJHEHME OPYTUX ITPOCTHIX
IenCcTBUIA.

BHyTpI/ICyCTaBHbIe, BHYTPUMMBIIIIEYHbIE KPOBOTEUEHMS IIPOMUCXOAAT Yallle BCEro B YKa3aHHbLIX
30Hax.

Kak nmeuat manmenToB ¢ bB?

B Hacrosiiee Bpemsi jeueHre BB Becbma 3ddexTuBHO. Hemocrarmne GakTopbl CBepThIBAHMUS
kpoBu VIII u ¢akTop BumnebpaHma BBOOAUTCS MyTeM MHBbeKIM. Korga JOCTAaTOUHbBI 06beM
(hakTOpa CBepTHIBAHMSI KPOBM JOCTUTAET IIOBPEKAEHHOIO MeCTa, KPOBOTEUEeHIe ITpeKpallaeTcs.

JleunTe KpOBOTEUEHME OBICTPO!

He3amennurenbHOE JieUeHME TMOMOKET YMEHBIIUTbh OOIb ¥ TMOBPEXAEHME CYCTABOB, MBIIIIL, U
opraHos. IIpy He3aMeAJIUTETbHOM JIEYeHUY IS OCTAHOBKYM KPOBOTEUEHMS TTOHAL0OUTCS MEHbIIIe
(akTopa cBepPTHIBAHUSI KPOBM.

Ecin comHeBaeTech — jieuuTe!

Ecwtn Bam KaskeTcst, UTO y Bac Hauasioch KpOBOTEUEHME, JIEUUTE €T0 Jaxke B TOM CJTyyae, Koria Bol B
9TOM He yBepeHbl. HUKOra He >KOuTe, TIOKA CYCTaB BOCIAIUTCS, OMYXHET M CTaHeT O6osneTb. He
JIyMaiTe 0 TOM, UTO JIeYeHMEe MOKET ObITh «HATIPACHBIM».

PapykanbHOrO cpencTBa OT BB 1moka HeT, HO MpM JieYeHUM MalMeHThl MOTYT BECTM 30POBbIi
06pa3s KU3HNA.

be3 jieyeHus manyeHTam C TspKenoi (opmoit M 3 Tunom BB MOKeT ObITh TPYIHO PEryispHO
XOIMUTh B IIKOMY WM Ha paboty. OHM MOTYT CTaTh (GU3MUECKM HEMONHOIEHHBIMU, Y HUX MOTYT
BO3HMKATh MPOOGIEMBI MIPU XOb0E WU OPYTUX MPOCTHIX AEMCTBUSX, TMO0 OHM MOTYT YMEDPETh B
paHHeM BO3pacTe.

Korma ciemyet mpuberarh K JeueHnio?
JleueHne TpebyeTCs B CJIEAYIONIMX CITyUastX:

* TIpU BHYTPUCYCTAaBHOM KPOBOTEUEHNN;
® [PV BHYTPUMBIIIEYHOM KPOBOTEUEHVM, 0COOEHHO B 006J1ACTM PYK U HOT;

e TIpU PAHEHUSIX IIeN, PTa, S3bIKA, TULIA UK I71a3;

e TIPU CUIbHBIX YIIMGAX TOMOBBI M HEOOBIUHON TOOBHOI 60JN;

¢ TIpU OOMIBHBIX WJIV ITOCTOSIHHBIX KDOBOTEUEHUSIX B JIIOOOM MeCTe;

* IIpU CUJIBHO¥ 60MIM MM OITyXaHMM TI060r0 MecTa;

¢ TIpU JIIOGBIX OTKPBITHIX PAHAX, KOTOPbIe TpeGyeTcs 3aInBaTh;

e TI0C/Te TI060TO HeCYACTHOTO C/yyasi, B pe3y/IbTaTe KOTOPOTO MOKET BO3SHMKHYTbh KPOBOTEUEHNE.

JleueHne TpebyeTcs rnepen;:

® XUPYPrUUeCcKOoN omepalyeil, BKa4as CTOMaTOJIOIMYeCKyIo;
e NIeVICTBUSAMM, KOTOPbIe MOI'YT BbI3BaTh KDOBOTEUYEHMeE.

Korza nieyeHne, BO3MOXKHO, He TpebyeTcsi?

V nereii ¢ BB, uacTo 6bIBarOT HEGObIIIVE CCAIMHBI, HO OOBIYHO OHY He OnacHbl. OTHAKO CCamyHBI
Ha rojJIoBe MOTYT UMeTh Gojiee TsKesble TIOC/IeICTBYISI, TOSTOMY MX JTO/DKHBI OCMOTPETh MeZcecTpa
MM Bpay — CIelalnCcThl B obmactu BB.

Heb6onbiine IIope3bl U LaparnnHbl 6V,I[YT KPOBOTOYMUTD CTOJIBKO X€ BpeMeHM, CKOJIbKO Yy 31OPOBOTO
yeyioBeKa. OGBIYHO OHM HE OTIaCHbI.

[my6okue ropessl yacTo (HO He Bcerga) GYAyT KPOBOTOUMTD Jojblie 06bIYHOr0. Kak mpasumio,
KpOBOTeUYeHNe MOYKHO OCTAHOBUTD, 3aKaB paHy.

Hocosoe KpOBOTeUeHMe 0OBIYHO MOYKHO OCTaHOBUTDH, €C/IM Ha IATb MMHYT 3a)KaTb HOC. HpI/I
CUJIBHOM JJINTE€JIbHOM KPOBOTE€UEHUMN ClIeayeT O6paTI/ITbCﬂ K Bpauy.

Yro penatb, eC/ii HAUaI0Ch KpOBOTeLIEHI/[e?

BB — 3TO 3a6ojieBaHMe Ha BCIO JKU3Hb, M B HACTOMAILEe BpeMs ero M3JeuyuThb ITI0Ka HEeBO3MOXKHO.
OnpHaxko Terepb, KOrJa pa3BUBAETCI CUCTeMa BCECTOpOHHeV[ MoMoIlIM TainueHTam ¢ BB u
BO3MOKHO obecrieueHye npernapaTtamMy, cogep>XaliMn HeaoCTariue Impyu 1aHHOM 3a60/1eBaHUY



(dakTopbl CBEpPTHIBAHMUSI KPOBM, HJIS MAIVIEHTOB ¢ BB OTKphIBaeTCS BO3MOXKHOCTb AaXKe MPU
TSKEJION CTereHy 3a60/IeBaHMS CAEPKUBATH KPOBOTOUMBOCTD.

Korzma Heo6xomMMo HeMeJIEHHO 06paIiaThes K Bpauy?

e [locie ymapa B TOJOBY WMIM OPYTMX TPaBM TOJOBBI, MM KOTHA HEMOHSITHBI MPUUMHBI
PO OJIKUTEIBHON TOJIOBHOI GO/ VJIM TOIIHOTHI ¥ PBOTHI.

e VHTeHCHBHOE KPOBOTeUEeHMe, KOTOPOe HEBO3MOXKHO OCTAaHOBUTH 6€3 CIelMaabHO ITOMOIIN
MY KOTOpOe BO30OGHOBIISIETCST aske TTOC/Ie OKa3aHMsI TIePBOIi TOMOIIIN.

¢ Korma mosBisieTcst KpOBb B MOY€ MM KaJie.

o Korma HeIOHSTHBI IPUUYMHBI OO/ B SKUBOTE.

¢ Korma kpoBoTeueHue uay 60/b BOSHUKAIOT B 06/IACTH IIIEN.

Kaxkue KpoBOTeUeHUS SIBISIIOTCS CEPbe3HbIMY WJTU CO3JAI0T YTPO3Y SKU3HU?

OCHOBHOW TIPUYMHOIN CMepPTHOCTU Tipu BB, 0COGeHHO Y [eTeil, SIBASIOTCS KPOBOU3JIUSIHUS B
TOJIOBHO# MO3T (OOBIYHO B pe3y/bTaTe TPaBMbI). DTU KPOBOM3JIMSIHUSI MOTYT BbI3BaThb I'OJIOBHYIO
60J1b, TOITHOTY, PBOTY, BSUIOCTb, TIOTEPIO OPUEHTAIMM U TOYHOCTY JBVSKEHMI, CIabOCTh, CYyJOPOTH,
TOTePIO CO3HAHMS.

KpoBou3nusHUSI B TOPJIO MOTYT OBbITb BbI3BaHbI MH(MEKIMeli, paHEeHNWEeM, MHBEKIVSIMU IPU
JileueHUy 3y60B MM XUPYPTUUYECKMM BMEIIATeTbCTBOM. KpOBOM3IUSIHMS B TOPJIO BBI3bIBAIOT
omyxaHue, 3aTpyJHeHEe TIOTAHWS U IbIXaHMS.

I[pyme KPOBOM3JIMSIHUS — B IVIa3d, MIO3BOHOYHMUK U MOACHUYHYIO MBIy — MOTYT ObITh OUYEeHb
Cepbe3HbIMU, HO 0OBIYHO He YIPOXaroT >KM3HU.

YT0 TaKOE MHIUOUTOPHI?

WHTMOUTOPBI — 3TO aHTuUTena (6enKku), BbIpabaThiBaeMble OPraHM3MOM [JSI TOTO, YTOOBI
136aBUTHCSI OT BEILECTB, MPECTABIISIONIXCS €My <MHOPOJHBIMMU».

B kpoBu maimenta ¢ BB MOryT BhIpabaThIBAThCS MHTMOGUTOPDI, CTPEMSIINECST K YHUUTOXKEHUIO
MHOPOJHOro 6GejKa B JieueOHOM IipernapaTe. ECM MHIMOUTOPHI CUIbHEE, JIedeH)e B OOBIYHOM
06beMe MOXKET 0Ka3aThCst Maso3(pGeKTUBHBIM.

WHTM6MTOPBI BCTPEUAIOTCSI TOCTATOYHO peako. Yaime Bcero ux OGHAPYKMBAKOT Y MAIMEHTOB C
TspKesoi hopmoit BB.

ITpoBepsiiiTe HaAMUYME UHIMOUTOPOB TIepe oIlepalyei, BKIruas CTOMaToJIOIMU€eCKYIO.
[Tn1oCchl ;OMAIIIHETO JieueHUsI

[omallrHee JiedeHre — 3TO MepeBaHye KOHIIeHTpaTa (GakTopa cBepThIBaHMs BHe GOTbHUIIBL. Bee
3aIMCH O JIeYeHUN Cle[lyeT COXPaHSITh — BeJlu THeBHUK TpaHChy3uit.

JomaiiHee jieyeHre — 3TO He TOJIbKO 60JbIlIasi OTBETCTBEHHOCTD 3a nepejaMBaHne, HO 1 YyME€HNe
AejaTb CaMOMY — BeIb Thl CaM JIeUMIIb CBOM KPOBOTEUEHM .

MMatyent ¢ BB u uieHbl €ro ceMby DPa3fENSIOT OTBETCTBEHHOCTh 3a 3[0POBbe MAalMEHTa C
MeOUIIMHCKUMY paboTHUKaMU. [IOroBOpUTE C reMaTojoroM Mpexkie, YeM HauHeTe JOMAallHee
neyeHue. [eMaToNOr Pa3bsICHAT TpaBuia JTOMAIIHEro JeYeHUsl, HAYYUT IPABUIBHO OINpenessiTh
03l KOHIIEHTpATa [yis aJleKBaTHOM Tepamuy KPOBOTEUEHUS, MeJCeCTpa MOMOXKET OBJIALEeTh
METOIOM AOCTYIa K BeHe U OOGBSICHUT TeXHUKY TepeinBaHus. JKeraTesbHO, 4TOObI B CEMbe
nanueHTa ¢ BB 6bUIO [Ba 4YelOBeKa, BAANEIOMIMX TEXHMKON IepenuBaHus (BBl U KTO-TO U3
6MU3KUX).

KTo MOXeT HaxXOOUTBHCS Ha AOMallHeM JleueHUn? OTO JJIogn ¢ TSDKeNon dJOpMOV[ 6oe3Hun
BI/ITIJ'Ie6paH,ELa. Cf[e,HYET OTMETUTDb, YTO AOMAIIIHEee JIeUeHMEe He 3aMeHsIeT KIIMHNYECKOrO.

HpemmymeCTBa JOMalllHero JieUeHns:

e JleueHre KPOBOTEUEHMSI HAUMHAETCS GBICTPO, TO €CTh COXPAHSIIOTCS CYyCTaBbl, 9TO 3ajI0r HE
MIPeBPATUTHCS B MHBAINIA.

e Peske e30UTh B OONIbHUILY.

e Ecau GbICTPO OCTAHOBUTH KPOBOTEUEHME B MOPasKEHHbBIX CyCTaBaX-MMUIIEHSIX, TO He MPUIeTCs
TepIrieThb 60JIb.

¢ He HYXHbBI 06€360/MBaONINE.

e Her mpormycka 3aHsITHii B IIIKOJIE WJIM BBIXOZA Ha paboTy.

e VBenuumBaeTcs Gusnueckas u colyanabHas akTMBHOCTD.



e CTaHOBUTECH HE3aBMCMbIM.
OcHoBHbIE MpaBuJIa AJ1s nauyeHToB ¢ bB:

1.[Ing  OCTAaHOBKM KPOBOTEUEHMII HeOOXOAMMO Cpa3y IpUMeHSITh 3(PGdeKTUBHbIE HO3bI
npernapaToB. Tepamus HemOCTaTOUHBIMM [103aMM He IMO3BOJUT OCTAaHOBUTb KpPOBOTeueHUe,
TIPUBEIET K MOTepe BpeMeHM, HapacTaHWI0 TeMOPParu4eckoro CMHAPOMa ¥ He060CHOBAHHOMY
pacxo[y JOPOTOCTOSIIIMX TTPernapaTosB.

2. I[Ipu TIpoBeieHMM TOMAIITHETO JieYeHMs BbIOOp Tperapara nalyueHTOM AO0/DKEH OCHOBBIBATHCS
Ha peKOMEeHaIMsX Jieyalero Bpaua 1 6bITh 060CHOBAHHBIM B COOTBETCTBUM C KIMHUYECKOI
CUTyauyen.

3.TemMocTaTHM4ecKyl0 Tepanuio crenuduryeckuM Impernapatamyu (KOHIEHTpaTamu (GakToOpoB
CBEPTHIBAHMSI KPOBM) HEOOXOAMMO HAUMHATH Kak MOXHO paHblle (B MaKCMMAJIbHO CKaTble
CPOKM HACTOJIBKO HACKOJIBKO 3TO BO3MOSKHO, SKEeJIATEJbHO B TeUeHMe MEePBbIX 2-X YaCOB IOCIIe
TIOJTyYeHMsT TPAaBMbl VI TIOSIBJIEHUSI TIEPBBIX CYOBEKTMBHBIX WM OOBEKTMBHBIX MPU3HAKOB
KPOBOM3MMUSIHUS/KPOBOTEUeHMs), MMO3TOMY OCHOBaHMeM [JIs Hayvajga Tepamnuyu MOTYT ObITh
CyObeKTMBHbBIE OIIYIIeHNs ManyeHTa i GakT TpaBMbl. He06X0IMMO CTPEMUTHCSI OCTAHOBUTD
KPOBOTEUYEHME MY KPOBOM3IMSIHME A0 PA3BUTUS 3HAUMMBIX KIMHUYECKUX MPOSIBIeHMit. [Ipn
HaJIM4IMY TPABMBI MTAlMEHT JOJKEH ObITh OCMOTPEH reMaToJIOTOM B 00SI3aTe/TbHOM MOPSIZIKE.

4. JleueHne JIETKUX U CPeIHUX KPOBOTEUEHNIT JOIKHO MTPOBOAUTHCS HA TOMY MMalIEHTOM WU €ro
POICTBEHHMKAMM B COOTBETCTBMM C PeKOMeHAAIUsIMM reMaTosnora. [Ipy pasBUTUU TSIKEIOTro
KPOBOTeUEeHMs Teparnusi JO/DKHA ObITh HauaTa Kak MOSKHO paHbllle (Ha ZOMY) U MPOIO/KEHA TI0],
Hab/II0IeHeM reMaToJiora CTalMOHapPHO MJIY aMOy/IaTOPHO.

5.TIalMeHThl He JOJKHBI MCIIOAb30BaTh IMperapaThl, Hapyllawiiye GyHKIWIO TPOMOOIUTOB U
yTHeTalolIie CBepThIBaHME KPOBM, OCOOEHHO alleTWICATMIMIOBYIO KuUCIoTy U ap. HIIBIT (3a
MCK/II0YeHeM HeKoTopbix LIOI-2).

6. CrenmyeT n36eraTb BHYTPUMbBIIIEUHBIX WHBEKIUIT Y yHKI[UM apTePUIi.

7. CnepyeT TMOOIIPSTh PEryaspHble 3aHATUST GU3NUECKUMU YIIPAKHEHUSIMU, CIIOCOOCTBYIOIIMMM
Pa3sBUTUIO MYCKYJIATypbl, 3all[ATE CYCTABOB M YIYUIIEHUIO (DU3MUECKOTO COCTOSIHUS (HAIrpuMep,
yede6HAs TMMHACTUKA, TUIABaHWe, TEPPEHKYD).

8. [TauyeHTh! AOMKHBI M36eraTh CUTYaIMii, CBI3aHHBIX C BBICOKMM PUCKOM TPaBM, B TOM UMUC/IE
3aHSATMSI KOHTAKTHBIMM BUIAMU €IVHOGOPCTB, UTP C TSHKEIbIM MSYOM, 3aHSITHU Ha CIIOPTUBHBIX
CcHapsgax, u T.J.



IIpunoxenne T.

IIpunoxenne I'l

JlaGopaTopHbIe KpUTEepUM TUIOB GosiesHuu Buuie6panaa

WccnepoBaHne Tun 6onesHn BunnebparHaa
1 2A 2B 2M 2N 3
Konuyectso N N /N N N N
TpomMbounToB
Bpems /N N
cBepTbiBaHUS
A4YTB /N /N /N /N /N /N
FVIII:C “/N /N “/N /N - < 10%
VWF:RCo - < 20% - - N/ < 5%
VWF:Ag - “/N “/N “/N N/ ™ < 5%
VWF:CB “/N - - “/N N/ < 5%
OTHowWeHne >0,7 <0,7 <0,7 N/ >0,7 BapuabenbHo
VWF:RCo / VWF:Ag
RIPA /N /N HM3koit | /N N OtcyTcTBYET
KOHLEHTpaLum

MynbTumepbl VWF N/~ OTtcyTcTBHE Abs  BblcOKOMONEKY- N N OTcyTcTBYET

BbICOKOMOJIEKY - NISIPHBIX MY/IbTUMEPOB

JISIPHBIX MYNbTUMEPOB

IIpunoxenue I'2

IlIkana oeHKM KPOBOTOUMBOCTH (Ha OCHOBE LIKaJIbl OLleHKM KpoBoTounuBocTu ISTH/SSC)

»

Hara “_

®1O

Bospacr

[uar{o3s

JeT

AHTI/IaI'pEI‘aHTHaH/aHTI/IKOaFY)'IHHTHaH Teparnust

No CumMnToM 0 1 2 3
n/
n
1 HocoBoe kposoTeyeHue HeTt/
pesko e >5 pas/roa e obpauleHne Kk e TaMnoHuWpoBaHue e TpaHchysns
n/vnun
Bpayy um * npuxuUraHve KOMMOHEHTOB
e x0Ta 6bI 1 u3
o BbI30B 6pUrazbl e npuem KpOBU
3N13040B Jonblue
cKopoit TpaHeKcaMoBoii . MHDY3Us
10 MUHYT
noMowmn KNCNOTbl KOHUEeHTpaToB
dakTopos
CBepTbiBaHNA
KpOBU
e [leCMOMNpeccuH
2 KOXHbIi reMmopparnyeckuini CMHAPOM HeT/
penko e 0AHOBpPEMEeHHOe ® CrOHTaHHble, e CrOHTaHHble e TpaHchy3sus
Hannyune =5 He TpeéyPOU_LMe 3KXNMO3bI, KOMMOHEHTOB
3KXVMMO308B nevyeHns ANUTENbHOCTbIO KpOBU
pasmepom Gonee e ofpalleHne K 6onee 14 pHeit . NHbY3Uns
lcm Bpauy nnmn KOHLIeHTpaToB
dbakTopos



e BCerja CesizaHbl C e npuem CBepTbiBaHUA
TpaBMoW TpaHekcamMoBoOi KpoBu
KUCOTbI
KpoBoTeueHune npu nopesax, Nerknx tpaBmax ;g;/m e >58ron um ggga;l.l,el-me K :gﬁgg‘:;ecmﬁ o TpaHchyaus
e ANNTENbHOCTbIO KOMMNOHEHTOB
6onee 15 MUHYT KpoBYU
wnn . MHDY3Us
s OTCpOYEHO KOHLieHTpaToB
BO3HMKAIOT Yepes akTopoB
7-10 pHel nocne CcBepTbiBaHUSA
TpaBMbl KpoBu
® [JecMonpeccuH
MblLeYHbIE reMaToMbl HeT nocTTpaBMaTuyeckue,
e TpebyloLume e CMOHTaHHbIE, ® Xupypruyeckoe o TpaHchy3us
nevyenus
He Tpebyiolimne neyeHne um KOMMOHEHTOB
neveHus o npuem KpOBU
e obpalleHne K TpaHekcamMoBOi . MHDY3Us
Bpayy KUCNOTbI KOHUEHTpaToB
dakTopos
cBepTbiBaHUSA
KpOBM
KpoBoTe4eHVe U3 CIM3UCTLIX MOSIOCTN pTa HeT 6biBaeT obpalleHne K o
Bpady ® XUpypruyeckuit o TpaHchysus
reMoctas nam KOMMOHEHTOB
e TpaHekcaMmoBas KpOBM
KucnoTa . MHbYy3Ms
KOHLIeHTpaToB
dakTopos
CBepTbIBaHUA
KpOBM
® [ecMonpeccuH
XenyaoyHo-KuieyHoe KposoTeueHne HeT obpauieHune K o
Bpavy * XUpypruyeckuit o TpaHchy3us
remMocras unm KOMMOHEHTOB
e TpaHekcamoBas KpOBU
Kucnota . IGIEE]
KOHLEeHTpaToB
dakTopos
cBepTbiBaHUSA
KpoBu
* [JecMonpeccuH
revrypon S - I B R
npoBoAMIOCH
KOMMOHEHTOB
KpoBM
. MHDY3Us
KOHLIEHTpaToB
dakTopoB
cBepTbiBaHUA
KpOBM
e [lecMOnpeccuH
YnaneHue 3yba HeT cny4yanochk <25% cnyyanocb  >25% HanoXeHue  LBOB,
BCeX C/lyyaeB, He | Bcex CnyyaeB, He | TamnoHaja e TpaHchysus
TpeboBano Tepanuu TpeboBano
Tepanuu KOMMOHEHTOB
KpOBM
. MHDY3Us
KOHLIeHTpaToB
dakTopos
CBepTbIBaHUA
KpOBM
® [JecMonpeccuH
Onepauus HeT cny4vanocb <25% cnyyanocb  >25% .
BCEX C/lyyaeB, He | BCex cny4aes, He ® Xupypruyeckun e TpaHcdysus
TpeboBano Tepanuu Tpebosano
Tepanuu remMocTas u/unm KOMMOHEHTOB

KpOBWU



® TpaHeKkcamoBas

o UHPY3UA

KucnoTa KOHLLeHTpaToB
dakTopoB
CBepTbIBaHUA
KpoBu
® [ecMonpeccuH
10 MeHopparuu HeT/ TpebyeTcsa
pesko ® KOHCy/IbTauus e nponyck HazHAYeHue ® 3KCTpeHHast
KOMBMHMPOBaHHOM
Bpayva unu paboThl/LIKOMbI Tepanun: 3T ¢ rocnuTanusauus
TpaHeKcaMoBoii
e CMeHa NpoKnaaKu >2 pas/rog | Kucnorton o TpaHcdysus
vyaule, yem uwnn KOMMOHEHTOB
Kaxable 2 yaca e Ha3HavyeHue KpoBu
wnn 3T wnmn o UHPY3Us
* BblAeneHus bonee e TpaHekcaMoBOWi KOHLieHTpaToB
7-10 aHeit KUCNOTbI UK dakTopoB
e Tepanusa CBepTbIBaHUA
rnpenapaTtamu KpoBu
xernesa ® [JecMonpeccuH
e Heo6x0aAMMOCTb
B
rmcTepocKonuu,
abnauun
SHAOMeTpYUS
N - yaaneHuu
MaTkKu
11 | MocnepoaoBoe KpoBOTEUEHME HeT/ 5 HeobXxoAuMoCTb B Xupypruyeckoe
He * Tpebyerca HEOIHOKPaTHbIX e TpaHcdysus BMeLIaTeNbCTBO
6bin10 ANarHoCTUYECKUX (yhaneHne matku,
poaos HasHayeHne ocMoTpax KOMMOHEHTOB nMrupoBaHue
BHYTPeHHeln
OKCUTOLMHA WK KpOBM noassAoLWHON
aptepum,
ambonusaunsa
e noxun Gonee 6 o UHbY3NA MaToOUHOW apTepum
T.4.)
Heaenb KOHLIEHTpaToB
dakTopoB
CBepTbiBaHUSA
KpOBM
* JecMorpeccuH
e MaToyHas
6annoHHasn
TamnoHaaa
12 | FemapTposbl HeT nocTTpaBMaTuyeckne, | CroHTaHHble, He
He Tpebyiome | Tpebylowme ® KOHCy/IbTauus * Xupypruyeckoe
nevyeHus nevyexus
Bpaya, nleyeHne nu
o UHbY3Uus e TpaHchy3sus
KOHLEHTpaToB KOMMOHEHTOB
dakTopos KpoBYU
cBepTbIBaHUA
KpoBM
13 Kposousnuanus LLHC HeT ecTb
14 [pyrve KpoBoTeyeHus HeT/ ecTb KOHCynbTauus XUPYpPruyeckuii
(kakune?) peako Bpava remocras, e TpaHcdysus
TpaHekcamoBasi
KucnoTa KOMMOHEHTOB
KpoBu
. MHDY3na
KOHLEHTPaToB
dakTopos

CBepTbiBaHUA

KpOBU




