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Cnucok cokpaieHui

ADAMTS-13 - meTaimonpoTernHasa

AKK - € - aMmuHOKanpoHOBasi KUCJI0Ta

AUYTB - akTHBUPOBaHHOE YACTHYHOE TPOMOOTUIACTHHOBOE BpeMSI
bB — 6osie3ns Bunnebpanna

GPIba - penientop Ha MeMOpaHe TPOMOOIIMTOB

DDAVP — necmomnpeccu (1-muamuno-8-D- apruHuH Ba3ompeccrH)
ME - Mexnaynapoanasi Enunuiia, CooTBEeTCTBYIOIIAasi COBpEMEHHBIM cTanaaptam BO3 s npe-
napatoB ¢akropa VIII

KKT - xeny104HO-KUIIIEUYHbIA TPAKT

KT - xommnbroTepHast tomorpadus

MKBb-10 — mexxnyHapoHas kinaccudukamnus 6onesneit 10

MHH — mexnyHapoaHOe HEeMaTeHTOBAaHHOE HAMMEHOBaHUE

MPT - marHuTHO-pE30HaHCHAs TOMOTpadust

HIIBII - HecTepouIHbIE TPOTUBOBOCTIATUTEIBHBIE TTPEapaThl

I1B - mporpoMOMHOBOE BpeMs

TB - TpoMOHHOBOE BpeMs

C3II — cBexe3aMOpoKeHHas I1azMa

CPb — C-peakTuBHBII 00K

OAT — dpyHKIIMOHATBHAS AKTUBHOCTH TPOMOOILIUTOB

FVIII - dpakrop cBepThiBanus kposu VIII

FVIII:C — npokoarynsiuTHas akTuBHOCTH (pakTopa VIII

FIX - dakTop cBepThiBaHus KpoBH X

FXI - ¢hakTop cBepThiBaHus KpoBU XI

FXII - dpaxTop cBepThiBanus kpou XII

VWEF- dakrop Bunnebpanna

VWF:RCo — pucroneTia-kopakTopHast akKTHBHOCTh

VWF:Ag- anturex ¢axropa Bunnedbpanna

VWF:Agll — anturen Il ¢pakropa Bunnebpanna

VWF:CB — koJutareHCBs3bIBaIOIIasi aKkTHBHOCTH

VWEF:FVIIIB - paxTop Bumiebpanaa gpakrop VIII cBs3biBarouii rect
PFA — ananu3arop ¢ynkuuu TpomoonuTos (platelet function analyzer)
RIPA- arperamust TpoMOOIIMTOB, HHAYLIUPOBAaHHAS PUCTOLIETUHOM
I[THC - nueHTpanbHas HEpBHAs cCUCTEMaA
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BBenenue

bonesnr Bunnedpanna (BB) - Hanbosee pacnpocTpaHeHHasi HAcleICTBEHHAs KOaryJora-
THS1, OOYCJIOBJIICHHAs] CHIDKEHHEM KOJMUYECTBA WM HapynieHneM ¢yHkiuu (hakropa BumieOpan-
na (VWF).

BB — ¢eHOTHIIMYECKHN TeTEepOreHHAas KOaryJonaTus ¢ ayTOCOMHO-PEIIECCUBHBIM WIH ayTo-
COMHO-JIOMUHAHTHBIM THIIOM HaclieJJoBaHHs. Bbicokas BapuabEeNbHOCTh HE TOJIBKO KIMHHUYE-
CKHUX TPOSIBIICHUI CO 3HAYUTEIBHBIM KOJHMYECTBOM JIETKUX M MaJIOCHMITOMHBIX ()OPM, HO U Jia-
6opartopubix nokazareneit (FVIIL, RIPA, vWF, vVWF:Ag, vWF:CB) npu BB o0ycnosnena rexe-
TH4YecKUMHU MyTtarusimu B reHe VWF. [lockonbky mpupoja reHeTH4eCKuX IeeKTOB pa3Hoo0-
pa3Ha, 3a00JIeBaHIE XapaKTEPU3YETCsI IMUPOKUM KIIMHUYISCKUM TTOTUMOP(HU3MOM.

CymiectByeT psia GaKkTOpOB, BIUSIOMNX HA TedeHne bB, cpen KOTOphIX BBIIEISIOT:
® BHYTPECHHUE - TEHETUYECKME MyTalku B reHe vWE;
e BHEIIHHUE - TPYIIa KPOBH MAallMEHTa, cTpecc, (pU3NUecKre Harpy3ku, OepeMeHHOCTb,
BOCIAJICHUE.

bB Bctpeuaercsa y 0,5-1% HaceneHus, pacpoCTpaHEHHOCTh KJIMHHUUYECKHA 3HAYUMBIX (HOpM
BB — 1—2 na 10 000 uenoBek; bB 3 tuma Bctpeuaercst ¢ yacrtotoir 1:500 000 uenoexk. [Tpu-
onmusurensHo 'y 70% mnamnuentoB ¢ bB 3aboneBaHue mMeeT Jerkoe KIMHUYECKOE TEYCHHE, Y
OCTQJIbHBIX HAOIIOJAIOTCS CPEIHETSDKEIIbIC WM TSDKENbIC KIMHHYECKHE TPOSIBICHUS TeMoppa-
FHYECKOro cuHIpoma [1].

Koauposanue mo MKb-10: D68.0 — bone3usr Bunnedpanaa.

Knaccupuxanus

Komuterom mo Hayke u cranmaptuzanuu (Scientific and Standardization Committee — SSC)
npu MexayHapoaHOM OOIIecTBe 1Mo npodiiemam TpoMmOo3a u remocrtasa (International Society
on Thrombosis and Haemostasis — ISTH) B 2012 roxy nepecMoTpeHa ¥ yTBEpKIeHa MEXIyHa-
ponHas knaccudukanus bB [2, 3] (Tabm. 1).

bB 1 u 3 tuma

bB 1 tuma BcTpeuaetcsi Hanboliee 4acTo, cocTtaBisisi oT 55 mo 70% Bcex TuarHoCTHUpPOBAH-
HbIX cinydaeB. [Ipu bB 1 tuna xonmuuectBo VWF B omnpeneneHHON cTeneHn CHUKEHO, HO (yHK-
U KaX/10i MoJekynsl coxpaHeHa. bB 3 tuna— namGonee Tsokenas gopma 0one3HH, Tak Kak
VWF mpakTudecku MOJHOCThIO OTCyTCTBYeT. Ilockonbky omHoi u3 ¢yHkuuid VWF sBisercs
cesa3biBanue ¢ FVIII u ero 3ammra oT npekIeBPEMEHHOTO MPOTEONIN3a, U anueHToB ¢ bB 3
THIIA XapaKTepHO He ToJbKO orcyTcTBUEe VWE, HO u ouenb Hu3kas FVIIL:C. bB tuna 3 Bcrpeua-
etcs peako - 1-3% ot Bcex manmeHToB ¢ bB.

bB 2 tuna

VYV nmanuentoB ¢ bB 2 tuma HabGmrogatorcst kadectBeHHbIe nedextsl VWF, koTopbie y 00i1b-
IIMHCTBA MAllMEHTOB BbIpaXaroTcsi B HenponopuuoHanbHoM cHkeHnn VWF:RCo (VWF:CB)



nim VWEF:FVII no orHomeHutro kK kojuuectBy VWE, omnpenensieMoMy IO €ro aHTUTEHY
(VWF:Ag). dns nuarHocTUKW W kiaccuukanumu nonatunoB BB 2 Ttuma mcnons3yroT aHanms
CTPYKTYpbl MynabTHMepoB VWF (¢ momomipio 31ekTpodope3a B arapo3HoM Treje, B KOTOPOM
MOXHO BU3YyaJU3UpOBaTh MyJabTUMeEpHI) (puc.l). Knaccudukanus noarumna bB tumna 2 sBisercs
Haubosee CIOKHOM 3ahaueil, BCIEACTBUE T€TEPOreHHOCTH (YHKIIMOHAIBHBIX U CTPYKTYPHBIX
e EeKTOB.

Taoauna 1. Knaccudpuxanus 6os1e3un Buisieopanga

Tun 3a6oneanusi| Yacrota, % XapakTepucTuka

Tun 1 70 Yactuunenii nepunur vVWF; yposens FVIII HopManbHbIHA
WIA CHIDKEHHBIH TMPOMOPIMOHAIBHO CTETEHU CHUKECHUS
VWF

Tuno 2 25 KauectBennsie nedexto VWF

2A CHmKeHNe KOJIHYECTBA BBICOKOMOJCKYISPHBIX MYJIbTHME-
poB VWF BcnieicTBHE MOBBIIIEHHON 4yBCTBUTEIBHOCTH K
nporeaze ADAMTSI13

2B [Noserenue appunnoctu vVWF k penentopam GPIb Tpom-

6o1uToB, 30bITOYHOE cBs3bIBaHUE VWF ¢ TpoMOouuTamu

2M CHmWKEeHHe pUCTOIETUH-KO(hakTopHOH akTuBHOCTH VWH
Mpy HOpPMaJIbHOM cojepxaHuu antureHa VWF; HopMmaib-
Hasi MyJIbTUMEpHas cTpykrypa vVWF

2N Cumxenue apdunnoctu xk FVIII
Tun 3 ) [IpakTruecku nonHoe orcyrcrBue VWE ¢ HU3KOW aKTUBHO-
ctero FVIII
2A tun

VYV nmammentoB ¢ bB 2A Tuma HaGm01at0TCS M30IMPOBAHHBINA Je(UIIUT BHICOKOMOJICKYJIISAP-
HbIX MynbTUMepoB VWF u cHmxenHas vWF-3aBucumMas aare3usi TpoMOOLUMTOB. DTO CBSA3AHO C
MOBBIIEHHON YyBCTBUTEJIBHOCTBIO K MeTamuonporenHaze ADAMTS-13, koropas pacuiemser
CBEPXBBICOKOMOJIEKYIISIpHbIE MyabTUMepbl VWF, a Takke ¢ nedexkramu cOOpKH MYJIbTHMEPOB
vWF BcreactBue HapymeHus qumepusanuu (2A tum, penotun [ID) unu mynetumepusamun (2A
tun, gerorunsl IIC, [IC Maitamu u 1IE). I1pu ¢penorunax IIC u IIC Maitamu bB 2A tuna no-
BBIIIAETCSI OTHOCUTENbHAS J0Js MpoTOoMepoB. bosee Toro, ymeHsIaercs 105 KPYIMHBIX MYJb-
tuMepoB VWF, mostomy mpu a5ekTpodopese OTCYyTCTBYIOT MOJOCHI, COOTBETCTBYIOLIUE TPOTEO-
auTHdeckuM (parmMentam (Hampumep, tpuruieram). [Ipu ¢enorune IIE BB 2A tuna napymiena
TpUILIETHAS CTPYKTYypa MylabTuMepoB VWF, 4To BbIpakaeTcsi B OTCYTCTBUU IIpHU 3MeKTpodopese
BHEIITHHX MOJIOC ¥ 00Pa30BaHUM BBIPAKCHHBIX BHYTPEHHHX moJioc [3].



~¢— DBBICOKOMOIEKYIApHEIS
MY:IBETHMEPEI

<« CpeaseMonexyapHEIe
MY.IBTHMEPEI

HuzxkomonexkyapHeie
MY IBTHMEPEI

Hopma 2Atun 2B Tem 3 THO

Pucynok 1. MyabTuMepHasi cTpyKkTypa ¢akropa 3a001eBaHus B 3aBUCUMOCTH OT THIIA
0os1e3HM BuisieOpanpa.

2B tun

bB 2B Tuma BkIIt04YaeT pa3iuvHble BApHAHTHI KadecTBeHHOTo Aedexra VWF, Beipaxkaromue-
cs B ero nosbiieHHOM cpojcTtBe kK GPIb TpomOouuToB. BenencTBue MOBBIIEHHOTO CPOJCTBA
vWF k GPIb cBs3piBaHNEe KpYIHBIX BBICOKOMOJEKYISAPHBIX MyinbTUMepoB VWF ¢ Tpombouura-
MU TIPOUCXOIUT Oosee 3(HEKTUBHO, TOITOMY OHU OBICTPEE MOABEPTAIOTCS PACIICTICHUIO TI0]T
neiictBuemM MeramutonporenHassl ADAMTS-13. PesynpTaToM 3TOr0 sIBISETCS YMEHBIIEHUE KO-
auyecTBa KpynHbIX MynbTuMepoB VWFE. B penkux ciydasx nossiennoe cpoactso vWF k GPIb
HE COMNPOBOXIAETCS MOTEpPe BBHICOKOMOJIEKYISIpHBIX MylnbTUMepoB VWF, n oOHapyxkuBaercs
HOpMaJibHasi TpUIUIETHAs CTPyKTypa MyibTuMepoB VWF [4]. BB tuna 2B xapaktepusyercs mo-
BBIIIICHHON PUCTOIETHH-UHIYIIMPOBAHHOMN arperaiiei TpomooruToB (ristocetin-induced platelet
aggregation — RIPA) mox neiicTBueM HU3KHX KOHIEHTPALUI PUCTOLETHHA. Y TAIUEHTOB YacTo
OTMEYaeTCs] TPOMOOLIMTONEHUS Pa3IMYHOM CTENEHH BBIPAKEHHOCTH, KOTOpas MOXKET YCHIIH-
BaThCs IIPU cTpecce win nox aeicreuem DDAVP.

2M Tun

bB 2M tumna BkiIr0O4YaeT pa3auyHble BapHaHThI KauyecTBeHHOro fedekra vWEF, Beipakaromu-
ecs B cHmkeHnn vWF-3aBucumoit aare3uu TpoMOOITMTOB 0€3 H30JIMPOBAHHOTO Je(UIINTA BHICO-
KOMOJIEKYJISIpHBIX MyJIbTUMepoB VWF. dyHkuMoHaNbHBINA Ae(eKkT 00ycIoBIeH MyTalUsMH, B
pe3yJbTaTe KOTOPhIX MPOMCXOIUT HapylleHue cps3piBanus VWF ¢ TpomborutamMu mim cy0osH-
norenueM. TIoHM)KeHHOE CBSA3BIBAaHHE C TPOMOOLMTAMU CHUXKAET JOCTYIMHOCTh MYJIBTHUMEPOB
vWF g pacumeruienns metamionporenHazoii ADAMTS-13, B cBs3u ¢ 3TUM pacupeleneHne
MynbTEMEPOB VWF 110 MONEKYIISIpHON Macce coxpaHseTcs 0e3 M3MEHEHUN TMOCIe WX CEKPEIUun



SHIOTEIUATBHBIMU KJIETKaMH. Y OobImuHCTBA OonbHBIX BB 2M Tuna HabmoaeTcst Hempomnop-
nroHasbHO HU3Kast VWF:RCo otHocurenbHo vVWF:Ag.

2N tun

BB 2N tuna (Hopmanaus) O6b11 Bnepsbie onucad B 1990 r. YV nanuenroB ¢ bB tuna 2N
umeercs nedexr vVWF B mecre csizbiBanus ¢ FVIIL B pesynbTrare 3T0ro He MOXeT 00pa3oBaTh-
cs1 koMmiuiekc VWF-FVIIIL. [lanubiii BapuanT bB onpenensror ¢ MOMOLIBIO TECTa CBA3BIBAHUSA
vWF ¢ FVIII [11]. ¥ MHOrMX nmanyeHToB ¢ JaHHBIM BapuaHToM bB panee auarnoctupoBaiu re-
Modmnio A serkoit mnu ymepennoit crenenu tsokectu (FVIILEC - 5-22%) [4]. Korna nnst neve-
HUSA TeMoprmu A CTaJld IPUMEHATh BRICOKOOUHIIIEHHBIe KOHIIeHTpaThl FVIII, He comepikarniue
WIHM COZeprKallue 04eHb HeOombIIoe konndecTBo VWF, Bo3HUKIIA HEOOXOIMMOCTh MPOBEICHUS
muddepeHranbHON AuarHocTuky. Y nanuenToB ¢ bB tuma 2N npu BBeA€HUN BBICOKOOYHIICH-
HbeIX KoHLeHTpaToB FVIII nabmionaercss mpakTU4eCKM HOPMajJbHOE MOBBILIEHHE AaKTHUBHOCTHU
FVIIL, onnako Bpems nonyxusau FVII ouenp maino. [l iedeHuss KpOBOTEUEHUH Yy TAIUEHTOB
¢ bB tuna Hopmanaust Heo6X0AMMbI KOHIICHTPATHI, coaepxkaniie kak vWF, tak u FVIII [3].

Kaunndeckue MPU3HAKHA

OcHoBHOe mposineHne bB — remopparnueckuid CHHAPOM MHUKPOLUPKYJISATOPHO-
ro/CMEIIaHHOTO TUIIOB CIIOHTAHHOTO MJIM MOCTTPAaBMAaTUYECKOI0 XapaKTepa.

[Tpu BB 1 u 2 TunoB npeobiagaeT MUKPOIUPKYISTOPHBIA THI KPOBOTOUHMBOCTH: SKXUMO3BI,
KPOBOTEUEHHSI U3 CIM3UCTHIX (JIeCHEBbIE, HOCOBBIE, JIYHOUKOBBIE), MEHOPpPAruu, KPOBOTCUCHUS
MIPU IIPOBEICHUU XUPYPTUUECKUX BMEIIATEIbCTB U MHBA3UBHBIX JUATHOCTUYECKUX MPOLIEYP.

ITpu Tunax bB, xapakrepusyromuxcs BepaXkeHHbIM cHIkeHUeM ypoBHs FVIII (24, 2N, 3),
4acTo HAOMIOAAETCsS CMEIIAHHBIN (MUKPOIMPKYISITOPHO-TEMATOMHBIN) THII T€MOPPAru4ecKoro
cunapoma. bB 3 Tuma no cBouM MposIBICHUSM CXO0a C TsKenoi hopMoil remodunnu A BBUAY
noutu nonHoro orcyrctBus VWF u, kak cnencreue, FVIIL Ilpu nanHom Tume 3aboneBaHus B
KJIIMHUYECKOW KapTHHE MPeo0IaatoT HapyIIeHUs OTIOPHO-IBUTATEILHOTO alllapaTta B pe3yJbTa-
T€ PEUHMAUBUPYIONIUX KPOBOMBJIMSIHUI B CyCTaBbl (reMapTpO30B), TEMATOMBbI MSATKHX TKaHEH
pa3IUYHOMN JIOKAJIM3AIIMM CIOHTAHHOTO XapakTepa, 3a0pIolIMHHBIE TeMaToMbl. HecMoTps Ha
UJEHTUYHOCTh KJIMHUYECKUX MPOSBICHUH, Y manueHToB ¢ bB cumnTomaTnka MeHee BhIpakeHa,
4yeM y OOJBHBIX reMo(uiinen, U BCerJa COUueTaeTcs ¢ KPOBOTCUCHUSIMH 10 MUKPOIUPKYISTOP-
HOMY THITY [5].

XKuzneyrposkatomye KpoBoTeueHus o6osee xapaktepHsl a1 bB 3 tuna. K Hum otHOCSTCS:

e  KPOBOTEUEHUS/KPOBOMIIUSIHUS B IEHTPaIbHYIO HepBHYIO cuctemy (LITHC);
e  KPOBOTEUEHUS/KPOBOHMIIUSIHUS B KeNyA0UHO-KuieuHblil Tpakt (JKKT);

e  KPOBOTEUEHUS/KPOBOHMIUSIHUS B LICIO/TOPIIO;

e 3a0pIOIIMHHASA TeMaToMa.



JInarmocTuka

JlnarHocTHKa HaYMHASTCS CO cOOpa MEPCOHATBHOTO U CEMEWHOro aHaMHe3a O HaJWYUH reMOppari-
YECKOr0 CHHAPOMA: Kajo0 Ha JIETKO MOSIBIISFOLIMECS SKXMMO3bI, HOCOBbIE KPOBOTCUCHUSI, FEMAaTOMBI B
paHHEM JIeTCTBE; BOSHHMKHOBCHHE CIIOHTAHHBIX KPOBOTCUCHUH, [UTUTEIILHBIC KPOBOTEUCHHS TTOCIIE TPABM
W XUPYPrHYECKOr0 BMEIIATEIbCTBA. | eMopparndeckue nposiBieHus npu bB HecnienuduyHb 1 CXOTHBI
C TIPOSIBIICHUSMH TPU JAPYTUX HAPYIICHHUSAX reMocTas3a. 3anogo3puth bB BO3MOXXHO NpW HAIWMYUM Cie-
JYIOIIUX KIMHUYECKUX MPHU3HAKOB [6]:

® KpOBOTECUEHHS M3 HE3HAYUTEIHHBIX MOPE30B WM paH, KOTOpbIe HsATcsa Oojnee 15 MuH
W/WIKA OTCPOYEHHO BO3HHUKAIOT B T€UEHUE 7 JIHEH MOCIie TPaBMBbl;

®  BNH30/bl JUIMTEIBHOIO WIN TIOBTOPHOIO KPOBOTEUEHUS I1OCIIE XUPYPTUYECKOr0 BMeIlIa-
TEJICTBA WJIM 3KCTPAKIMU 3yOOB, B TOM YHCIIE OTCPOUYEHHOIO XapakTepa B TEUCHHE
nepBbix /—10 nHei;

® CIIOHTaHHbBIC WIM MIOCTTPABMAaTUYECKUE TEMATOMBbI MATKUX TKaHEH, HEXaPAKTEPHBIE IS
00bEeMa TPaBMBI;

® HOCOBBIE KPOBOTEUEHHMS, KOTOpble JuiATcs Oosiee 10 MUH, HECMOTpPsA Ha (PU3HUECKYIO
KOMIIPECCHIO, WIIH TPeOYIOIINe MEIUIIMHCKOIO BMEIIATEIbCTBA;

e HajMyHMe KPOBU B Kajie 03 BUIUMON IPUUHHBI,

®  KEIYJOYHO-KHILIEYHbIE KPOBOTEUEHHUS, HE OOBSICHUMbIE SI3BAMU WM MOPTaIbHOW T'H-
IIEPTEH3HEH;

e mo0bIc OOMITbHBIC MATOYHBIC KPOBOTCUCHHUS, KOTOPBIC UIsITCs Oonee 7—10 nueit;

® [PU3HAKU ME3CHXUMAJIbHOU AUCILIA3UU U aHTUOAUCIUIA3UMY;

e Hanuyue 3a0pIOUIMHHBIX [EMAaTOM WM FeMapTpO30B B aHAMHE3E;

® pa3BUTHE reMOpPParun4eckoro CHHAPOMa MpH IpUeMe TaKUX IMpernapaToB, Kak aleTuica-
muiioBas kuciora, HIIBC, knonunorpen, BapdapuH Win renapuH;

e DB B cemeliHOM aHaMHe3e€.

ITpu npoBeneHnn (HU3MKaNBHOTO 00CIENOBAaHUS PEKOMEHAYETCSl 00paIlaTh BHUMAaHUE HAa HAJINYHE
KOYKHOI'O T€MOPParu4eckoro CUHAPOMAa pazjIMYHONW BBIPAXKEHHOCTH B BUJIE MHOYKECTBEHHBIX 3KXMMO30B
¥ TeMaTOM MSTKHX TKaHei [7]. Bo3MOKHO BBISBICHHE NMPU3HAKOB MOPAXKEHHS CyCTaBOB B BHIC Je(op-
Malll{, OTeKa W JIOKAIFHOTO MOBBIIICHUS TEMIEpaTypbl KOKK (OCTPBIN reMapTpo3) W/WIH MPH3HAKOB
HapyLIeHUs MMOJIBMKHOCTH, 00beMa JABWXECHUH CyCTaBOB, TMIOTPO(GUH MBI KOHEYHOCTH Ha CTOPOHE
NOPaKEHHOTO CycTaBa, HapylleHue noxoiku (aedopmupyromas aprponarusi) npu bB 3 tuma. Ilpu
OCMOTpE TaKKe MOTYT ObITh OOHAPYKEHBI KPOBOTCUCHHUS M3 CIU3UCTHIX (HOCOBBIE, IECHEBBIE, TYHOUKO-
Bble, MeHOpparun). OCMOTp MO3BOJISIET OINPENCIUTh TSHKECTh COCTOSIHUSI MallMeHTa M HEe00XOIUMOCTD
NpOBeIeHHs Clenn(pUIECKON 3aMECTUTEIBHON W/WIIM TEMOCTaTUIECKON Teparnuu.

JlabopaTopHasi IMarHOCTHKA

I[J'I}I YTOUHCHUA IUAarHo3a pEKOMCHAYCTCS MPOBCACHUC MTO3TAITHOT'O na60paTopHor0 Koary-
JJOJIOTHYCCKOT'O UCCIICAOBAHUA [8] HOJ'Iy‘{eHI/IC MAaKCUMAJIBHOT'O KOJIMYCCTBA JAHHBIX CII0C00-
CTBYCT BepI/I(I)I/IKaI_II/II/I Juardio3a 1 HCKJIFYCHUTIO HpI/IO6pCTCHHHX KO&FyHOH&THfI.

HCpBLIM oTaromM J1a6opaTopHoﬁ JAUArHOCTUKU PECKOMCHAYCTCA INPOBCACHUC KOATr'yJI0JIOTHYC-
CKOI'0 CKpMHMHTIA, BKJIFOUAIOIICTO CICAYIOUIUE ITOKA3ATCIIN .
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® HCCICAOBAHHUC arperaiuuun TpOM6OI_[I/ITOB C OCHOBHBIMH MHAYKTOpaMH - pPUCTOLCTUHOM,

koJutarenoM, AJ1®, TpoMOMHOM, apeHAITMHOM;

e omnpenenenue AUTB, I1TU, TB u ¢pubpunorena.

CKpI/IHI/IHF MOJKET OBITH IMPOBEACH B 'OPOJACKHUX JUAI'HOCTHYECCKUX LNCHTpAaX MauCHTaM C

reMOpPpParu4ecKUM CHHIPOMOM.

s Bepudukanumn nuarnosa BB pexomenayeTcs nmpoBeaeHne BTOPOTo dTana JUarHOCTHKH -
crenn(UYecKUX KoaryioJorn4eckux Ucciael0BaHui:

coorHourenue VWF:RCo/VWF:Ag (o0si3aTenbHo);

FVI1II:C (o6s3aTrensHO),
ypoBeHb RIPA B ABYX KOHIIEHTpAIUSX PUCTOMHULIMHA (11 yTouHeHus Tuna bB);

aHayn3 MynbTuMepoB VWF (B HesCHBIX citydasix).

CHCHI/I(l)I/I‘-ICCKI/Ie TECThI MOI'yT OBITH BBIIIOJIHEHEI B ClICHUaJIM3UPOBAHHBIX HCHTPAX I10 JIC-

YCHHIO KO&FYHOHaTHfI.

Tabauua 2. JlaboparopHbie KpuTepuu TUNOB 00s1e3HM Buasiedpanaa

Tun 6one3nn BumieOpanaa
u
CCIEIOBANHE 1 2A 2B M 2N 3
Konnuectso N N V/N N N N
TPOMOOIIMTOB
Bpems
b TN 1 1 1 N 1
CBCPThIBAHU A
AUTB N T/IN T/IN T/IN T/IN T/IN
FVIILC VIN VIN VIN VIN J < 10%
VWF:RCo \2 < 20% \2 2 N/{ < 5%
VWF:Ag 2 VIN VIN VIN N/{ < 5%
VWF:CB VIN W 2 VIN N/{ < 5%
OTHollIeHHe
VWF:RCo / >0,7 <0,7 <0,7 N/ >0,7 | BapuaGensHo
VWF:Ag
) IIpY HU3KOM
RIPA JIN JIN KOHIIEHTpa- JIN N OtcyrcTBYyeT
197071
v Abs BrickoMO- | AbS BbICKOMO-
yﬂ\l;\T/\I;I:f cPH N/{ JCKYIAPHBIX JEKYISAPHBIX N N OtcyrcTBYyeT
MYJIBTUMEPOB | MYJILTUMEPOB
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Kputepusimu ycraHoBieHus nuaraosa bB sBisioTcs ciienyroime noka3aTenu:

1. Amnamne3 3a001eBaHHS, KOTOPBIA OHKEH BKIIOYAThH 2 TEMOPPArnIeCcKuX SMH30/1a, TPEOYIOIIIX
Teparnuy Wik 3 TeMOPPAarHueCKUX MU30]1a OJTHOW U TOH JKe JIOKATH3AIIHH.

2. OrsronieHHas HaCIeJICTBEHHOCTD - MOBBIINICHHAS KPOBOTOYHMBOCTh Y POJCTBEHHUKOB | CTereHH
poacCTBa.

3. JlaGopaTtopHbie maHHbIe (TabIHIA 2).

JrarHo3 ycraHaBiIMBaeTCs PU HAIMYHUM JABYX U3 TPEX KPUTEPHUEB.

CnoXHOCTh TMAarHOCTUKK OoJe3Hu BuiuieOpaHa 3akitouaeTcsi TAKKe B TOM, YTO YPOBEHb
vWF MoXkeT BapbHpOBaTh B 3aBUCHMOCTH OT Pa3jIMYHbIX BHEITHUX (PAKTOPOB: TpaBMa, BOCHalle-
HUe, OEPEMEHHOCTh, 3aMECTUTEIIbHAs TOPMOHAJIbHASL Tepamnus, crpecc. [1oaromMy mpu moo3pe-
HuU Ha BB Heo0X01uMbI TOBTOPHEIC JTA0OPATOPHBIC MCCACIOBAHMUS, JAXKE €CIIU MIPH IICPBOM HC-
CJICZIOBAaHUH PE3y/IbTaThl HOpMaIbHBIC [9—12].

Jis nuddepeHnnansHON UarHOCTUKA B HEKOTOPBIX CIIydasX TpeOyeTcsi WCCIeIOBaHUE
(byHKIIMOHATBHON aKTUBHOCTH TPpoMOOIIUTOB (PAT) MeTo10M MPOTOUHOM HUTODITYOMETPHUH.

Jns uckimouenus npruoodpereHHoro Aedunura VWF U ¢ 1eNbro peHaTaIbHOW THarHOCTHKA
peKoMeHayeTCs ncciienoBanue myrauuii vVWE.

Juddepennmanbuplii nuarao3 bB y B3pocibIX TpoBOIAT €O CIETYIONUME 3a00JI€BaHUSMU:

®  HaCJIEZICTBEHHBIC TPOMOOIIUTOIIATHH;

e reModuius;

e Oone3nb Panmro-Ocnepa;

e TreMopparuieckue Me3eHXUMaJlbHbIE AUCIUIa3UH;
e TPOMOOIMTONEHUH;

o nedunut apyrux paxtopos ceepthiBanus kposu (VII, X, XI, XII, XIII).

Ecnu HeT BO3MOXKHOCTH MPOBECTH MOJTHOIEHHOE JBYXATAITHOE KOATyJIOJIOTHYeCKOe UCClie-
JIOBaHME, a TaK’K€ B HEKOTOPBIX CIy4asxX AJS KOHTPOJSI MPOBOJMMON Tepamuu Ieecoo0pa3Ho
BBITIOJTHEHHE MHTETPAIbHBIX TECTOB FeMOCTa3a: UCCIIEJOBAHHE CBOMCTB CTYCTKa KPOBU (TPOM-
0oarHaMuKa), TpoMOo3actorpadus, TecT reHeparuu TpomouHa [7, 13—15].

I/IHCTPYMeHTaJ'II)HaH JUAarHoCTHUKa IO3BOJIACTCA BU3YAIIU3UPOBATH KpOBOTCYC-
HI/ISI/KpOBOI/ISJ'H/ISIHI/IH PA3ITUYHBIX noxaﬂmaunﬁ, a TaKXXC BBIABUTH OCJIOXHCHUA, PAa3BHUBIICCCA
BCJICACTBUC I'EMOPPArn4CCKUxX HpO}IBHCHI/Iﬁ. IIo nokazanusm MMPOBOIATCSA CICAYIOIIUC 06CJ'ICI[O-
BaHMHA:

e 330(¢aroracTpoyoI€HOCKOIHS,

e  YIBTPa3BYKOBOE HCCIIEIOBAaHHUE CYCTaBa,

e  YIBTPa3BYKOBOE HCCIIEIOBAaHHE OPTaHOB OPIONTHOM TTOJOCTH,

e  YIBTPA3BYKOBOE MCCIIEIOBAHNE MOUYEBBIBOISIINX MyTEH,

e  YIBTPA3BYKOBOE HCCIIEI0BaHNE 3a0PIOIIMHHOTO MPOCTPAHCTBA,
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e  YJIBTPa3BYKOBOE HUCCIEAOBAHUE MATKU U MPUIATKOB,
e MarHMTHO-PE30HAHCHAs TOMOrpadus CycTaBa, MSTKHX TKaHEH,
e MarHUTHO-PE30HAHCHAs TOMOTpadus TOJIOBHOTO MO3Ta,

e peHtreHorpadus cycrana,

e KOMIIbIOTEpHAsi TOMOTpadusi OpraHOB IPYIHOI KIETKH,

e  KOMIIbIOTEpHAsi TOMOTpadusi TOJIOBHOTO MO3Ta,

e  PHHOCKOMNMS,

e  KOJBIOCKOMHUS,

e PEKTOPOMaHOCKOIIUS,

e  KOJIOHOCKOIIHUS,

Jlis moATBepKACHUS HATUYUS TeMOPPArHueCKUX MPOSIBICHUN (MM UX MOCIEICTBUIN) TaKkKe
PEKOMEHIyeTCsl MPOBEACHHE KOHCYNIbTALUU crienuanucToB. [1o moka3zaHusM BO3MOXHBI KOH-
CyJIbTallUH:

e TPaBMAaTOJIOra-OPTOIEAA,
e XHpYpra,

e ypoulOra,

e HEBPOJIOIa,

e OTOPHHOJIAPUHIOJIONA,

e CTOMATOJOra.

Jleuenne

[lenp neyenust bB - moBbIlIeHNe KOHIIEHTPAIMK WK 3aMelleHHe (YHKIIMOHATBHO HEMOoJ-
HOIICHHBIX (paKTOPOB CBEPTHIBaHUsI KpOBU. JleueHne MOXeT ObITh MPOMUIAKTHUYECKUM HIIU TI0
TpeboBaHuIO - Mpu KpoBoTeueHuH. [larmentam ¢ BB perynspHoe npoduiiakTuyeckoe JeueHue
Ha3HAYaIOT pexke, 4eM narnuentaM ¢ remoduimend. OTHaKo MpH PeIUIUBUPYIONIUX KPOBOU3IIH -
HUSAX B CYCTaBbl, XKEITYJOYHO-KHIIEUYHBIX ¥ MATOYHBIX KPOBOTCUEHUSX MPOPUIAKTUUECKHUMN pe-
KM MOKET CTaTh ONTUMAIBHBIM METOOM JIEUEHUS MMalueHToB ¢ bB.

He Bce manmentsl ¢ bB HYXJAOTCd B Ha3HAYCHHUU TCpAIIUU. KpI/ITepI/ICM HaydaJia JICYCHHA
IIpU HAJIMIHUU BepI/I(I)I/ILII/IpOBaHHOFO auarHosa bB sBistoTcs CJICAYIOMIUC MTOKA3aTCIIN:

® BO3HHKHOBEHHE YMEPEHHBIX/TSKENbIX, CIOHTAHHBIX/TIOCTTPABMATUYECKUX KPOBOTE-
YeHUM;

® XUPYpPruyecKoe BMEIIATENIbCTBO;

® PEIUANBHUPYIONINE KPOBOTCUEHUS JIFOOOH CTETEHU TSKECTH, CHUKAIOIINE KaueCTBO
JKU3HHU.

[Tockonpky BB sBisieTcsi KOMIUIEKCHBIM 3a00JIEBAaHUEM, BOHHUKAIOIIUM B PE3yIbTaTe pas-
JIMYHBIX T€HETHYECKHUX N1e()EeKTOB M Pa3JINYarOIIMMCS MO CTENEHU TSHKECTH, B T€paruu MOKET
WCITOJIB30BAThCS IIUPOKHUN CIIEKTP JIEKAPCTBEHHBIX MPENApaTOB, IOMUMO 3aMECTUTEIBHOM TEpa-
nuu IiasMarnyeckumu KoHnenrparamu FVIIL, conepxamumu vWE. Takue MeTOAbl BKIIFOYAOT
UCIIOJIb30BAaHUE TOPMOHOB, aHTU(PHOPUHOIUTHYECKHX cpencTB u jaecMmonpeccuHa (DDAVP)

[16].
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3amecturesbHas Tepanus konuentparamu FVIII, conep:xkammumu VWF

s neyenus u npodunaktuku bB pexomeHnoBaHO IpUMeHEHUE BUPYCHHAKTHBUPOBAHHBIX
koHenrpatoB FVIII, conepxxamux vWF w/umm FVIII+vWF ¢ pacnipenenenrem MyiabTUMEpPOB,
MaKCHMaJIbHO TPHOJIMKEHHBIM K TAKOBOMY B HOPMaJIbHOU T1a3me yenoseka [ 10].

IIpeanourenus NOJDKHBI OTAABATHCSA IIpenaparaMm, B KOTopsix conep:kanue FVIII ne mpe-
BbIMaeT koHueHtpanuo VWF, T.x. u3bpitounas akruBHocth FVIII o cpaBHEHHIO C aKTUBHO-
cteto VWF B kpoBu 6obHBIX ¢ BB MokeT nmpuBecTH k pazButuio Tpom0030B. [Ipu moxbope mo-
3bl BAXKHO yuuThiBaTh cooTHomeHue mexay VWFR:Co u FVIIL:C. [Ipenapatsl, KoTOphIE coliep-
JKaT BBICOKOMOJIEKYJsipHbIe MyiIbTUMepbl VWF, o0nanaior 6ojee BBIpaKEHHBIM I'eMOCTaTHue-
ckuM dpdexroM. BozmoxHo ucnonb3zoBanue koHieHtpatoB FVIII, cranmapTu3oBaHHBIX (KOH-
nentpat FVIII+vWF) u ne cranmapruzoBanusix (koHnentpar FVIIIl) mo vWF.

IIpumenenue konueHtpatoB FVIII+vWF Bo3MOxkHO Mg npoBeneHUs TEpanuu B CIEAYIO-
IIUX PEKUMAX:

e 110 TpeOOBaHMIO (TSI KYIIUPOBAHUS KPOBOTCUCHHS);
e B npoduUIaAKTHYECKOM peXuMe (A7 IPeAOTBPALICHUS BOSHUKHOBEHHS T€MOpparu-
YEeCKOr0 CHHIPOMA).

Jo3y xonnentpatos iazmaruueckoro FVII+VWF, npennaznayennoro ans nedenust bB,
HEO0OXOJIMMO PACCUUTHIBATh MO aKTUBHOCTH (DaKTOpa, copepiKamerocs B OOJbIIeH KOHIEHTpA-
1uu B 1anHoM JekapctBeHHOM npenapate (FVII:C unu vWF:RCo).

Boccranosnenne no vVWF:RCo y B3pociabix AomkHO ObITh NmpubnusurensHo 1,5-2% npu
BBezieHnu 1 ME vWF:RCo/kr maccel Tena. [Tpu nngy3uun 50 ME/kr cnenyer oxxuaate yBenude-
Hust VWF:RCo B auanazone 75 — 100 %. Taxkum oGpasom, go3a 40-50 ME vWF:RCo/kr maccsl
Tela peKOMEHJI0BaHa MalleHTaM ¢ HUu3Kkoi 0a30Boil akTuBHOCTHI0O VWF:RCo. ¥V neteit ypoBeHb
BOCCTaHOBJIEHHS MOKET OBITh HUXKE B CHITY (PU3UOJIOIMYECKHX 0OCOOEHHOCTEM.

PacueT 1036l KOHIIEHTPATOB (PaKTOPOB CBEPTHIBAHUS KPOBU U MPOAOIKUTEIBHOCTD JICUEHUS
IPOBOJUTH MPOBOJUTCS, UCXOAS U3 BHJA KPOBOTEUEHMs, 0a30BOM aKTHMBHOCTH JAE(DUIIMTHBIX
(axTopoB u 1enu sedeHus (tadmn. 3) [16].

CoBpemennas Tepanusi bB 0a3upyercss Ha NPUHIUIE «JOMAILIHETO JICYECHHUS»: CaMOCTOsI-
TEJIHHOI'O BBEJCHHUS MIPenapaToB NAlMEHTOM Ha AOMY IIPH YCIOBUHM 00S3aTEIbHOTO 00YYEeHUS U
HaOJII0/IEHNUS B CTIEMAIN3UPOBAHHOM MEIULIMHCKOM LIeHTpe. Pelenre o mpuMeHeHn reMocra-
THYECKOI0 IIpernapara IpUHUMAET MMalUeHT WU €ro POJCTBEHHUKU B COOTBETCTBUU C PEKOMEH-
Janusmu remarosiora [2, 5, 10].

PekoMeH0BaHO B HCKIIIOUUTENbHBIX CIIydasX MPHU OTCYTCTBHM CHEHU(PUUECKUX FeMOCTaTH-
yeckux mnpenapatoB npuMmeHenue C3II, kpuonpenunurara. OgHAKO 3TO HE JOJHKHO SIBISATHCS
IIOCTOSIHHOM IPAaKTUKOM.
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[Tpodmnaktuyeckoe jeueHne KOHIEHTpaTaMu (akTopoB cBepThiBanusi kpoBu FVII+VWF
PEKOMEHIOBAHO MAIMEHTaM C TsDKEJIBIM KIMHUYeCKUM TeueHueM bB (B ocHoBHOM 3 TuMa) ¢ pe-

MUANBUPYIOIIMMHA KPOBOTEYCHHUSIMH M3 CIM3UCTBIX 000JI0YEK MM C KPOBOUBIIUSHUSMU B CyCTa-
Bbl. Takue KpOBOTEUEHHSI MOTYT CYIIECTBEHHO MEIIaTh MOBCEIHEBHOM JEATENLHOCTH U MPUBO-
JTUTh K HapylIeHu0 (QyHKLIUU CYyCTaBOB (apTponaTuu). ApTponartusi Takke HaOlroJaercs y mna-
nueHToB ¢ bB tuma 2N, ocobenHo B Tex caydasx, korga FVIIL:C cocrabnser menee 10%, u y
MaIUeHTOB ¢ TspKenou ¢popmoi bB tumna 1, y kotopsix konmuuectBo VWF u aktuBrocTh FVII:C
MoryT ObITh cHIKEeHBI. AkTuBHOCTh VWF:RCO 1 FVIII:C npu npodunaktudeckoit Tepanuu pe-
KOMEH/IOBaHO KOHTPOJIMPOBATH 110 CUTYAIIHH, a TakxkKe I1aHoBo 1 pa3 B rox [17].

Taouauna 3. 'eMocTaTu4yeckasi Tepanus 1Mo Tpe0OBAHMIO MPH PA3JIUYHBIX BHAAaX KPO-

BOTCUCHUSA

Tlokazanus

Hoza FVIII+vWF unu
FVIII, ME/xr

PexxuM BBeneHus

Lenb

Jlerkue KpPpOBOTCUCHHUA U3

OcranoBka KpOBO-

CIIM3UCTHIX (HOCOBBIE, 20 0OBIYHO OJHOKPATHO
TEUYCHHS
JIECHEBBIC)
CrnoHTaHHbBIE UM TTOCT-
OcTaHoBKa KpOBO-
TpaBMaTUYECKUE YMEPEHHbBIE 20-40 0OBIYHO OJJHOKPATHO
TECUCHHMS
KPOBOTCUCHHSI
5 90-40 FVIL:C un
JKCTpaKius 3y00oB - OJIHOKPAaTHO
P Y P vWF:RCo > 50%
Menopparus gossiie 7 cy-
TOK WJIA TIPUBOJIATIAS K CO 2-T0 JTHSI MEHOP-
PHBOA P OcraHoBKa KpOBO-
aHeMHU3aluu 20-50 paruu Kaxasie 24 4 B

Teuenue 2 — 4 qHer

TCUCHU

Bosnbiioe xupypruueckoe
BMENIATEIBCTBO

Hacprmaromas no3a: ogHo-
KpaTHO 3a | gac 1o Bmema-
tenscTBa 50—60, mo-
JepKUBarolas n1o3a: 25—
30 x 2 pa3a B CyTKH

B teuenne 2—4 cyr,
3ateM | pa3 B cyTKH
JI0 CHATHUS IIBOB U
3a)KUBJICHUS PaHBI

IIepen Bmema-
TENLCTBOM M 36 4
MOCJIE HETO
FVIIL:C n
vWEF:RCo > 80%

Mariioe xupypruyeckoe
BMEIIATENBCTBO

Haceimaromast 7o3a: ogHo-
KpaTHO TepeJl HayalioM
BMeratenscTa 30—50,
TIOJIJICPKUBAIOIIAS J1032:
15—25 x 2 pa3a B cyTkH

B teyenne 1—2 cyr
I10CJIE BMEIIATENb-
CTBa, 3aTeM | pa3 B
CYTKH JI0 CHSTHUS
IIBOB U 3a)KUBJICHUS
paHbl

[Iepen Bmema-
TENLCTBOM 1 36 4
MOCJIe HETro
FVIII:.Cu
vWF:RCo > 80%,
FVIIL:C > 50% B
teuenue 7—10

JTHEen

Jis 9KCTpeHHOro KOHTPOJis 3()()EKTUBHOCTH TepanuM JOIYCTHMO HCIIOJIIb30BaHUE TecTa
AUYTB wnmmn tpomOosnactorpadpun (HE0OXOAMMO MOIYYUTh HOPMaJbHbIE WM CyOHOpMAasbHbIE



15

3HAUEHUs), OJJTHAKO, TaHHBIC dTUX TECTOB HE MO3BOJSIOT nupdepeHINpoBaTh 3HAYCHUS aKTHB-
"octH BeIe 40% — 50%.

KonrieHTpats! ()akToOpoB CBEPTHIBAHKS KPOBH BBOJSTCS BHYTPUBEHHO. Yalile BCEro MCIONb-
3yeTcst OONIIOCHAs MH(DY3USA CO CKOPOCTBIO, PEKOMEHIOBAHHOW MPOU3BOMTEIEM. B penkux ciry-
gasx (P BBIIOJHCHUM XHPYPIHIECKMX BMENIATEIbCTB) BO3MOKHO MPUMEHCHHE HEMPEPHIBHOM
UH(Y3UM IPH HAIWYIHK [T0J00HOT0 ombiTa. Bo Beex Ciydasx HEOOXOIMMO Cpasy MCIIOIb30BaTh
JIOCTATOYHYIO JI03y U COOJI0IaTh KPaTHOCTh BBE/ICHHUS Mpemnapara. Mcrnonbp30BaHie HeaJeKBaTHO
HHU3KOU JI03bI M HECOOJIOJICHHE PEKHUMa BBEIACHUS NMPUBOIWT K CHIKEHHIO 3()()EKTHBHOCTH,
YXYIIMICHAIO COCTOSIHUS M YBEIMYEHHIO pacxoja mpemapara. CIIMIIKOM BBICOKAS 1032 MOYKET
NPUBECTH K Pa3BUTHIO TPoMO030B [18].

Taouauna 4. 3amectureabHas npopuiakTuyeckasi repanus npu bB

Jlo3a
[Toxazanue/nokanu3anus Hauao opo-
mn BB | FVIIHVWEF/FVIIL, Peskcim P
KPOBOTCUYCHHS (bUITaKTHKH
ME/xr maccel Tena
IIOCJIE IIEPBOTO
['emapTpo3bI 3 10-50 1-3 paza B Hexemo P
KPOBOTCUCHHSI
KenynouHo-Kumieynole rocie 2-3
Y 2 20-40 2-4 pa3a B HEJIEIIO .
KPOBOTCUYCHHS KPOBOTCUYCHHIA
. rocie 3-4
HocoBble/n3 ciu3ucTon .
. KPOBOTEUECHUIH
POTOBOI MOJIOCTH, BEY- 3 20-50 1-3 pasa B Hezemo p
B 1071 (0OOBIYHO
[IA€e K aHEMU3AI[IN
JIETH)
eXEIHEBHO B Teue-
. JKEHIIUHBI J1e-
. Hue 3-4 qHeHr BO
Menopparun 10601 THI 20-50 TOPOJHOIO
BpEMsI MEHCTpYa-
BO3pacTra
1007051

Ctporo pekoMeHayeTCsl UCIIOB30BaTh OUUIIECHHbBIE, BUPYC-MHAKTUBUPOBAHHBIE MPENapaThl,
W3TOTOBJICHHBIE U3 JIOHOPCKOM TIa3Mbl 4esloBeKa (IJIa3MaTHYeCKHe) KOHLEHTPAThl (haKTOpOB
ceepreiBanus VIII, conepxamne vVWF nunu pexkomOnnanTHeie VWF.

UYacras cmena MHH Mmosxer npuBecTr K MOBBILIEHUIO PUCKA Pa3BUTUSI HHTUOUTOpA K (hak-
TOpaM, MOATOMY KEJATEIBHO CO3JaTh YCIOBUS JJIsI IPUMEHEHHS MAlMEHTOM OJHOTO HAauMEHO-
BaHUs B TEUEHUE JJIUTEIBHOIO BpeMEHU (Ha MPOTsLKeHWH MHorux jet). Ilpu sTom mpenmoure-
HUE OTAAETCs TOMY IIpenapary, KOTOPbIN Jy4lle BCEro MePEeHOCUTCS MTallueHTOM, UMEET JTy4dlIne
(dapMaKkOKMHETHYECKHE MHIMBUAYaJIbHbIE MOKa3aTelnu W Haubojee yao0eH B MCIOJIb30BaHUHU,
UCXOJs U3 KOHKpeTHBIX yciaoBuil. CMena MHH y koHKpeTHOro namueHnTa npu oOTCyTCTBUHU 3ape-
TUCTPUPOBAHHBIX HEKEIATENIbHBIX SBJICHUN HA BBEJICHUE UCIIOJIB3YEMOIO IIperapara U yAOBlIe-
TBOPUTEIBLHOM KIIMHUYECKOM OTBETE Ha TEpANMIO HEKENIaTelbHa U Bo3MoxkHa nocie 100 skcno-
3UIIMOHHBIX JTHEW BBEJEHUS KOHIIEHTPATOB ()aKTOPOB CBEPTHIBAHUS KPOBH.

Wmerounecs: HHAUBUAYaIbHbIE KoJleOaHUs (PapMaKOKHHETHUYECKHUX MapaMeTPOB Y KaxI0Tro
narueHTa TpeOyroT nepCoOHU(UIMPOBAHHON OIIEHKH (hapMaKOKMHETHYeCKOH KpuBOil. B ciyuae
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CCJIN y ManucHTa TaKol aHaIu3 MMPOBCACH, paCdYCT A03bl U KPATHOCTHU BBCACHUSA JOJIZKCH ITPOBO-
JUTBCS CIIENUATIUCTOM C YUETOM UMCIOIIUXCA JaHHBIX.

YuuThiBas BapuadenbHOCTh (PapMAaKOKMHETHUYECKMX NOKa3aTeaed y KaXkJoro KOHKPETHOrO
NalMueHTa, 3aMeCTUTENIbHAs Tepanus TpeOyeT KIMHUYECKOro M, MIpU HEOOXOIUMOCTH, Jiabopa-
TOPHOI'0 KOHTpOJsl. KiIMHUUECKuil KOHTPOJIb JOJKEH MPOBOAUTHCS MeMaToJIoroM Ipu olparie-
HUM TAlMEHTa, POAUTEISIMU M CaMUM IAIMEHTOM IIOCTOSIHHO. B OCHOBE KJIMHUYECKOIO0 KOH-
TPOJIS JIEKUT OLIEHKA JTMHAMHUKU FeMOPParuuyecKuX IpPOsBIECHUI U €€ COIOCTaBIEHHUE C IPOBO-
JTMMOM 3aMECTUTENbHOM Tepanueid. JIabopaTopHbIi KOHTPOJIb BKIIIOYAET ONpEAeTICHUE aKTUBHO-
CTH 1e(UIUTHBIX (PAKTOPOB B KPOBH, TECTOB BOCCTAHOBJICHUS (PAKTOPOB U OIEHKY (papMaKoKu-
HETHYCECKOW KPUBOH (C pacueToM IEepHOJI0B MOIyBbIBeAeHUS GakTopoB) [19].

JIJist OIICHKH Pe3yIbTATUBHOCTU MPOBEACHUSI TEMOCTATUYCCKOM TEeparmMu BO3MOKHO TIPOBE-
JICHUE WHTETPAIBHBIX TECTOB: TECT IeHEpalud TPOMOWHA, TPOMOOJMHAMUKA B TUHAMHUYCCKOM
HaOJIFOJEHUH.

Ol'lepaTI/lBHOC JIECYCHHE

VY nanuentoB ¢ bB xupyprudeckoe BMeMaTeabCTBO MOXKET MOTPEOOBATHCS JUIS JICUCHUS
KaK MpOsIBICHUHN 3a00JeBaHus, Tak U He cBsi3aHHBIX ¢ BB 3abonesanwuii. [lepen mo0ObM xupyp-
TMYECKHUM BMEIIATEILCTBOM PEKOMEHI0BaHA KOHCYJIbTAIUS TEMaTOJIO0ra.

XKenarenbHo, yTOOBI XMPYPrUYECKOE BMEIIATEIBCTBO IMPOBOJMIIOCH CIIELUATUCTAMU, UMe-
IOLIMMH OIIBIT JIedeHus1 O0NbHBIX ¢ BB, B KIIMHUKE ¢ HAJIMYMEM KOarysoJoruyeckon aboparo-
pUHM ¥ BO3MOXKHOCTHIO omnpeneneHus aktuBHoctd VWF n FVIIL. OnepatuBHOe nedeHue nydiie
IIPOBOAMTH B CIIELIMAIM3UPOBAHHOM CTAallMOHApe. AHECTE3UOJIOT TOJDKEH UMETh OIBIT JIEUYECHUs
MAlHAEHTOB ¢ HAPYLIECHUSIMH CBEPTHIBAEMOCTU KPOBHU.

JIroboe onepaTHMBHOE BMEIIATEIbCTBO WJIM MPOBEACHUE MHBA3HUBHOM MPOLEAYPHl PEKOMEH-
JIOBaHO MPOBOJUTH HAa (JOHE 3aMECTUTENIbHOM Tepanuy KOHIEHTpaTaMu (pakTOpOB CBEPTHIBAHUS
kpoBu [2]. Ilenb reMocTaTuueckoil Tepanuu Mpu XUPYPruv4ecKoM JICYCHHH SBIISCTCS TOCTHKE-
Hue ypoBHsa FVIIL:C > 50%. OpueHTupoBOYHbIE 03Bl U PEKUMBI BBEICHUS MPENapaToB Mpea-
ctaBieHbl B Tabiuie 3. Harpyzounas mo3a koHIEHTpaToB ¢akTopoB coctariseT 50-60 ME/kr
MAacChI TeNa MaUeHTa, TOIePKUBAIOMIAs 1032 00BIYHO HIbke — 25-40 ME/KT Macchl Tena marm-
eHTa Kaxjple 12-24 yaca. Uepes 24-48 yacoB KOHIIEHTpPAT BBOJUTCS B PEXKHUME Pa3 B JI€Hb WU
yepes JIeHb B TEUEHHUE MOCIICONEePALIMOHHOMN HeAeTH.

[Tpy HE0OXOAMMOCTH BO3MOKHO JIOTIOJHUTENIbHOE Ha3HAYeHUE HHIUOUTOPOB (PUOPUHOIM3A
(TpanexcamMoBOi KUCIOTHI) B 03e 10 mr/kr B/B 3a 30 MuHyT A0 onepauuu win 20-25 Mr/kr ne-
popayibHO 3a 2 4Yaca A0 omnepanuu. B TedeHwe mociaeonepanvoHHOW HEAEIH TPaHEKCaMOBYIO
KHCIJIOTY Ha3HA4aroT KaXKple 6-8 4acoB.

HCO6XOI[I/IM cTpor Wit MOHHUTOPHUHI KOAryJorpaMmbl, aKTUBHOCTHU (I)aKTOpOB CBCPThIBAHU
KpOBH U CKPUHHWHI' Ha HAJIMYUC I/IHFI/I6I/ITOpa Kk HuM. OOs3aTeneH KOHTPOJIb HpOKOaTYHHHTHOﬁ
AKTUBHOCTHU B MOCJICOIICPATUOHHOM IIEPHOAC B TCUCHUC 7-10 JHEH ¢ OIMPEACIICHUECM aKTUBHOCTU
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VWEF (o Bozmoxuoctn) u FVIIL:C, makcumanbhbiii ypoBenb FVII:C He momkeH NpeBbIIATH
160% B cBsA3M C PUCKOM TPOMOOIMOOIHYECKUX OCToKHeHHH [19].

[Tpy HEeoOXOaUMOCTH TMPOBEACHUS WHBA3UBHBIX TUATHOCTHYECKHUX IPOLETYp, TAKUX Kak
JroMOalibHas MyHKIUS, MyHKIUS apTepPUH, YHIO0CKOMHYECKOe HCccleoBaHne ¢ Ouorncueir — Be-
JIEHUE MalMeHTa TaKoe ke, KaK MpU XUPYpruueckoM JieueHUH. B ciydae, eciu y malnueHToB ¢
TSDKENBIM TedeHreM bB He ynmaercst nocTWdh KOHTPOJS reMocTa3a BBEJACHHEM KOHIICHTpaTa
FVIII+vWF (umu FVIIL, comepxammum vVWF) Bo3MOXXHO TpoBeAicHHE TpaHC)y3un TPOMOOKOH-
uenrpara win C3I1.

Pyrunnas npodunaktuka TpomM0030B y nanueHToB ¢ bB npu Xupypruueckom BMeIIaTeNb-
ctBe He pekomenayercs [18]. OHa MoxeT ObITh POBE/ICHA IIPH HATMYHE BBICOKOTO PHCKa TPOM-
6000pa3oBaHusl OOJNBHBIM, MOJYYAIOMIMM BBICOKHE 03Bl KoHueHTpaTa FVIII+VWEF, ¢ yuerom
COITYTCTBYIOILEH MaTOJOTHH.

[Tockonpky BB siBnsieTcsi KOMIUIEKCHBIM 3a00JieBaHHEM, BO3HUKAIOIIMM B pe3yibTare pas-
JMYHBIX TEHETUYECKHUX Je(PEKTOB U UMEIOIIUM PA3INYHYIO CTETICHb TSHKECTH, MPU TEPAUU MO-
J)KET HCIOJB30BaThCS IMIMPOKUN CHEKTpP JIEKApCTBEHHBIX IMPENapaToB MOMHUMO 3aMECTUTEIIbHOMN
Tepanuu Iuia3mMaTndyeckumMu KoHueHtpatamu FVII, copepxamumu vWE, B ToM yuciie gecmo-
MIPECCUH, TOPMOHAJIbHBIE TIpenapaThl, aHTUHUOPUHOIUTHYECKHE cpeacTBa [15].

JecMonpeccuH

[Tpu nerkux ¢opmax KIMHUYECKOro TeuyeHus bB BO3M0O)XHO Ha3HaUYeHUE 1eCMOIIPECCHHA B
KauyecTBE MEePBOil IMHUU Tepanuu, OJHAKO B CiIydae c1adoro OTBeTa Ha JIeYeHUE WIH HAJTU4UU
IIPOTUBONOKA3aHUH K €ro Ha3HaueHUIo, penaparoM Beidopa sBisiercst konuentpar FVIIL, co-
nepxxamuid vVWF [10, 18, 26].

DDAVP - cunTeTnueckuii aHajaor Ba30onpeccrHa (aHTUAMYPETHUECKOTO TOPMOHA) ¢ MOJIH-
(buKanusIMH, HarpaBJIeHHBIMU Ha CHU)KEHHE IPECCOPHOH (BBI3BIBAIOLIEH MOBBIIIEHUE apTepPH-
aIbHOT'O JaBJICHUs) akTUBHOCTHU BazorpeccuHa. DDAVP Bei13biBaeT BoicBoOOk1eHHE VWEF 1
FVIII u3 sH0TENMManbHbIX KJIETOK U TEM CaMbIM YBEIMYMBAECT KOHIEHTpauo vWF 1 akTus-
HocTh FVIII y 3m0poBbIX null, y OOJIBHBIX C JIETKOW WM YMEPEHHOM (OpMOM KIIMHUYECKOTO Te-
yeHust bB 1 y 00nbHBIX ¢ s1erkoii hopmoii remopuun A.

[TokazaHuAMHU K HA3HAYSHHIO JIECMOIPECCHHA ABJISIOTCA JeTKue GOpPMbI KIMHUYECKOTO Te-
yeHust bB 1 u 2 Tunos (kpome 2B). IIpu BB tna 3 orcyrcrByer VWFE, KOTOpBIit MOT GBI BBICBO-
6oauThes B oTBeT HAa DDAVP, a npu Gosnee Tspkenbix KianHUYeckux ¢popmax bB 2 tuna xave-
CTBEHHBIN JePeKT haKkTopa HE MOKET ObITh KOMIIEHCHPOBAH JOMOJIHUTEIbHBIM BEICBOOOKICHH-
em nedexTHbIx Moiekyn VWE.

[Tockonbky otBeT Ha DDAVP MoeT pa3znuyarbes, allMeHTy clelyeT BBECTH MPOOHYIO J10-
3y Ipemnapara Ip1 OTCyTCTBUM KpoBoTeueHus. [Ipenapat BBOAUTCS B TEPANIEBTUUYECKOM J103€ C
nocaenytonmm onpeaeneareM FVIIL:C uepes 30 mun (ecnu npenapar BBOAUIICS B/B) U uepe3 60
MUH (ecau npenapat Beoauics 1/k). Kpurepuem 3pPpexTuBHOCTH ABISETCS YBETUUEHHUE TPOKO-
arynsiatHOM aktuBHOCTH FVIII > 50%. Ecnu y manmenTa Habmo1aeTest 05KM1aeMOe TTOBBIIICHHE
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koHIeHTpanuu VWF, B OyyiieM mpu KpOBOTEUEHUSIX Y 3TOTO MAIIMEHTa MOKHO HCIIOJIb30BaTh
DDAVP [5].

C tepaneBtrueckoii ienapo DDAVP BBoaHTCS B/B MEIJIEHHO KareiabHO B 03¢ 0,3 MKI/KT, B
50 M1 pusHoIornyeckoro pactsopa B reueHue 30 MuHyT. HBEKIMHN TOBTOPSIOT uepe3 12 —
244, omHako 1nocnie 3 — 4 BBeneHus JieueOHbI 3QdexT cHmkaercs. [loBTopHOE eueHne nmpoBo-
nutcs yepes3 7-10 nueid. I[lpenapat (Hepa3BeeHHbBIN) MOKET Ha3HAYATHCS B BUJIC TTOJAKOKHBIX
MHBEKIUN WM UHTPaHA3aJIbHO B BUJIE CIIpes.

ITosTopHOe BBeneHue DDAVP B Teuenue 48 4 BbI3bIBaeT ucronieHue 3amnacoB VWF u mo-
JKET IPUBECTHU K Taxu(uIakcuu (CHIKEHUIO OTBETA Ha JICYCHHE), OTCYTCTBHUIO aJIeKBAaTHOTO OT-
BETa MPH MOCIEIYIOIIEM Ha3HAUYCHUH ATOTO Ipenapara. [Ipu Heo0X0IMMOCTH JJIUTEITHLHOTO Jie-

YeHUsSI PEKOMEH0BAH IEPEX0/] Ha UCIoiab30BaHue KoHueHTparos FVIII, conepxxamux vWF
[20].

[Tpu naznauenun DDAVP HeoO6xoauMo MOMHHUTB O CBSA3aHHBIX C IIPEMapaToM HEXelaTeb-
HBIX SIBJICHUSX:

® TpaH3UTOpHAs TAXUKAPIUS,
e roJ0BHas 00k (0OBIYHO BEIpAKEHA YMEPEHHO);
® THIIOHATPHEMUS

e 3a/IepKKa )KUJKOCTH (BcleAcTBHE aHTUANYpeTndeckoro apdexra DDAVP).

DDAVP crnenyer npuMeHSTh C OCTOPOKHOCTHIO y MALIMUEHTOB, UMEIOIIKX B AHAMHE3€ apTe-
pHANbHYIO TUIIEPTEH31I0, OPOHXUAIBHYIO aCTMY, THPEOTOKCUKO3, XpOHUYEeCKUi HePpuT. Adco-
JIOTHBIMHU ITPOTUBOIIOKAa3aHUAMM K Ha3HaueHHI0 DDAVP sasnstores:

® TIPOrPECCHUPYIOIIUI aTePOCKIEPO3;
e cepJevHasi HeIOCTaTOYHOCTh;

®  DIMICICHS;

e OEpeMEeHHOCTb.

B P® B HacTosimiee BpeMsl HET 3aperucTpupoBaHHbIX npenapatos DDAVP mis neuenns bB.
I'opmonanbHast Tepanus

IIpn yMepeHHO BBIPaKEHHBIX MEHOPPArusx BO3MOXHO HA3HAYECHHE 3aMECTHUTENIBHOW Trop-
MOHAJIbHOM TEpaINN: OPAIIBHBIX KOHTPALIENTUBOB IO CTAHIAPTHBIM THHEKOJIOTMYECKUM CXEMaM,
COJZIepKAIIMX 3CTPOTre€H M NMPOreCTEPOH, BIATAMIIHBIX KOJEL WIM BHYTPUMATOYHBIX CIUPATIEH,
BBICBOOOKJAIOIINX 3T TOPMOHBI. 3aMECTUTEIbHYIO TOPMOHAIBHYIO TEPAIHI0 Ha3HAYaloT MOCTe
uckmouenust Tpombodunun. Ilpu BBegenun sctporenoB nossimatorcs FVIILEC u vWF:RCo B
IasMe.

FOpMOHBI MOXXHO HasHa4YaTb JJIUTCIBHO JJII YMCHBUICHUA BBIPAXKCHHOCTH MCHCTPYAJIbHBIX
BBI}IGJ'IGHI/Iﬁ. HeCMOTpfl Ha HCO6XO}II/IMOCTB JAOMOJTHHUTECIBHOI0 U3YYCHUA JAHHOI'O BOIIPOCA, KIIH-
HUYCCKHUE TAHHBIC YKAa3bIBAIOT HA TO, YTO BBCACHHE OCTPOTCHOB MOXKCT HCIIOJIB30BAaTbCA JIA
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OCTAHOBKH TsXKCJIBIX MaTOYHBIX KpOBOTC‘-IGHPIfI. rOpMOHLI MOXXHO HazHaydaThb AJIUTCIBHO IJIA
YMCHBIICHUS IIPOAJOKUTCIbHOCTU U OOMJIIBHOCTH MCHCTPYAJIbHBIX BBIHGHGHHﬁ.

B mepumeHonays3e npu naToJIOTHU SHAOMETPHS M HAJMYMU MaTOYHBIX KPOBOTCYCHHH BO3-
MOXHO IpoBenieHne atusiiuu dHaoMetpust [20].

AHTH(PUOPUHOJIUTHYECKHE CPEACTBA

PexomeHn10BaHO Ha3Ha4YECHHE HHTHOUTOPOB (prOprHOIM3a (TPAaHEKCAMOBOUW KUCIIOTHI) AJIS
[IPEeIOTBpPALCHHS JTn3Kca 00pa30BaBIIMX CIyCTKOB. IHTrHOUTOPHI GUOpHUHOIN3A CBA3BIBAIOTCS C
AKTUBHBIMH YYaCTKaMH IJIA3MUHOTEHA, IPENATCTBYIOT €ro B3auUMOJICHCTBUIO ¢ GUOPUHOM U
NPOHUKHOBEHUIO B (POPMUPYIOIIUKCS TPOMO. AHTU(PUOPHUHOINTHUECKUE CPENICTBA YACTO MPH-
MEHSIIOT (MECTHO WJIM CUCTEMHO) JUIsl KYMUPOBAHHUS KPOBOTCUCHHM U3 CIIM3UCTHIX MOJIOCTH PTa,
HOCOBBIX KPOBOTCUCHHI, KPOBOTECUCHHI MTOCIIC YIAICHUS 3yOOB U MeHOpparuii. AHTU(GUOPHHO-
JUTUYECKUE CPEACTBA MOKHO KOMOMHUpOoBaTh ¢ DDAVP unu koHuentpatamu akTopoB CBEp-
ThIBaHHs KpoBH [2, 10].

HHoe J1euenne

[Tpu npoBeneHNH ONepaTUBHBIX BMEILIATEIBCTB, OCOOCHHO HA MApEHXMMATO3HbIX OpraHax,
IPU SKCTPAKIUK 3yOOB, JICYEHUH paH, HOCOBBIX KPOBOTEUEHHSIX BO3MOKHO UCIIOJIb30BaHUE
MECTHBIX '€MOCTaTUYECKUX ITpenapaToB. /laHHbIe IpenapaTsl IPUMEHSIOTCS COBMECTHO C 3aMe-
CTHTEJIBHOM Teparnueil ¥ Mpu3BaHbl ONITUMU3UPOBATh TEMOCTATHIECKUN (P PEKT.

[TpoBeneHNe TOKANBHBIX TEMOCTATUYECKHUX MPOLEAYP, TAKUX KaK ANEKTPOKOArysIus, Jia-
3epHast GOTOKOATYJISALNSI, CKIepoTepanusi, anruorpadus ¢ smOonu3anuen He Bceraa dppexTrB-
HO PEKOMEH/IOBAHO TP BBISBICHUH aHTHOAUCILIa3uu [16, 19].

PennuBupyromue sxeny04HO-KUIIEYHbIe KpPOBOTEUEHHs 0€3 I3BEHHOT0 aHAMHEe3a MOT'YT
ObITh 00ycnoBIeHbI cMHApoMoM Heyde, mpu koTopoM nmeeTcst codeTaHHast MaToJIOTHsL: a0p-
TaJIbHBIN CTCHO3, AHTHOAMCIUIA3USA U XKEIIYAOYHO-KHILIEYHbIE KpOoBOTeYeHU . [IpnurHONi KpOBO-
TOYMBOCTH SIBJISIETCS OCENAHUE KPYIHBIX MyJIbTUMEPOB VWF Ha OBPEKIEHHBIX a0PTaIbHBIX
KJIallaHaX B 30HE U3MEHEHHOT0 KPOBOTOKA U IIOCTOSIHHOM MOBBILIEHHON HArpy3ku. Xupypruye-
CKasi KOPPEKILMsA a0pTaIbHBIX KJIAIIAHOB IIPUBOAUT K HOPMAIIU3ALMU KPOBOTOKA, COXPAHEHUIO
MYJIbTUMEPHOU KOMIIO3ULMU VWF U KynmupoBaHUIO KpOBOTEYCHUH. JlaHHAs Tepamnus J0JDKHA
IPOBOJUTHCA B JONOJIHEHUE K MPO(PUIAKTHUECKOMY JICUSHHIO KOHIIEHTpaTaMu (akTOPOB C BO3-
MOKHOU KOMOMHanuel ¢ aHTUPUOPUHOTUTUYECKMMH TTpenaparamu. JledeHrne naiueHToB npo-
BOJUTCSI COBMECTHO C FaCTPOIHTEPOJIOIOM U Ha3HAYEHHUEM IIPOTUBOSA3BEHHOM TEPAIIUH.

Peadouauranusa

[Tpu BB 3 Tuna BO3MOKHO MOpakeHUE OMOPHO-/IBUTATEIBHOTO allapara, CylieCTBEHHO
JUMUTHUPYIOIIETO COLMATBHYIO aIalTHPOBAHHOCTD NalMeHToB. [lannenTam ¢ nopaxeHuem
OIIOPHO-/IBUTATEIBHOTO amlapaTa peKOMEHJ0BAHO MPOBeAeHNE (DYHKIIMOHAILHON peadunTa-
1M, CAHATOPHO-KYPOPTHOTO JICUSHHSI B CAHATOPHSIX OpToreandeckoro npodwmns [2, 17, 19].
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[Tnan peaObUIMTAIMOHHBIX MEPOIIPUATHI TOJDKEH pa3pabaThIBaTHCSl COBMECTHO CIICIIHAIH-
CTaMU I10 BOCCTAHOBUTEJIBHOW MEIULIMHE, KyPOPTOJIOIMU U I'€MAaTOJIOraMH, UMEIOIUMHU OIIbIT
JICYCHUS NTAMEHTOB C HAPYLICHUSAMHU CBEPThIBAaHUS KPOBU. JIeyeHne MOKHO IIPOBOJIUTH B CaHA-
TOPHO-KYPOPTHBIX OPTaHU3ALMAX B KJIMMAaTUYECKOM 30HE IPOKUBAHUS MALIMEHTA, a TAK)KE Ha
0aJIbHEOJIOTUYECKUX KypOpTax.

V nauuentoB ¢ BB 1ienecoo6pa3no npoBeieHre MIKO IMCUXO0JI0OTHYECKON aanTaiuy s
MAIUEHTOB C TeMOpUITHEH.

CromMaTojornveckas NnoMoIlb.

HaI_II/IeHTaM c bB PEKOMCHA0OBAHO IIPOBOJUTH IINIAHOBBIC CTOMATOJIOIHMYECKHE OCMOTPEI
IIPOBOAUTH HE MECHEC 2 pas3 B I'O.

OObIYHBIE OCMOTPBI CTOMATOJIOTA M YUCTKA 3y0O0B MOT'YT IPOBOJUTHCS 0€3 3aMECTUTEIbHOM
tepanuu (axkropamu. OJHAKO HEOOXOIMMO HUMETh B CBOOOJHOM JOCTYIE IeMOCTaTUYECKHE
npenaparsl (KOHIEHTpaThl pakTopoB cBepThiBanus, DDAVP, antugubOpuHoIMTHYECKHE Mpera-
patsl). [{ns narmenToB ¢ BB BaxHO cOOMIOI€HIE THTUEHBI TTOJIOCTH PTa, YTO TIOMOT'aeT MPeoT-
BpAaTUTh Pa3BUTHE MAPOJOHTO3a U Kapueca. s yrucTku 3y00B HEOOXOAMMO MCIIONB30BaTh MSIT-
KYIO 3yOHYIO HIETKY.

[TpoBeneHne MECTHOM aHeCTe3Ur y MAIMeHTOB ¢ Tsokenoi ¢opmoit BB (tun3) pexomenny-
eTcsi ToabpKo 1nocie Beenenus konuentpara FVIIIHvWE. Tlpu nerkux ¢opmax 3aboneBaHus BBe-
JIEHUE KOHIIEHTPAaTOB (DaKTOPOB CBEPTHIBAHUS HE SIBIISIETCS 0053aTeIbHBIM, y 3TOW TPYIIBI Ma-
IIMCHTOB MOKET OBITh UCTOb30BaHa Tepanus DDAVP [10, 20].

[Ipy okazaHuMM CTOMATOJOTMYECKON IMOMOIIMA BaXHO TECHOE B3aUMOIEHMCTBUE XHUpypra-
CTOMATOJIOTa U Bpauya reMaroiiora. YaajaeHue 3y0a WM XUPYypruuecKue MpoueAaypbl AOIKHBI
BBITIOJIHATHCS MO CTPOTUM KOHTPOJIEM T€MOCTa3a U MOCJIe KOHCYJIbTAllMA F€MAaToJIora.

IIpn mpoBeneHUN CTOMATOJIOTHYECKHUX MPOLEAYpP BO3MOKHO IIPUMEHEHHE TPAHEKCAaMOBOM
WIM JIPYTUX aHTU(PUOPUHOIUTHYECKUX IPENapaToB C IEJIbI0 YMEHBUICHHS HEOOXOAMMOCTH B
3aMECTUTEIbHON Tepanuu KOHIIEHTpaToM (hakTopa. Bo3aMOXKHO MCIONB30BaHUE MECTHBIX IE€MO-
CTaTMYECKUX MpEenaparoB Mocie yaaneHus 3y0oB. [Ipu oOMMpPHBIX CTOMATOJIOTHYECKUX MPOLie-
nypax (HaJoXKeHHe IIBOB, MHOXKECTBEHHAsl HKCTPaKLUs 3yOOB) MOKET MOHA00UThCS TOCIUTA-
JU3alys NanueHTa B CTalluoHap.

Baknunauus

[TaruenTsl ¢ BB MoryT ObITh BakIIMHUPOBaHBL. OCOOEHHO BaYKHO MPOBEICHUE BaKITMHAIIII
ot renaruta B. [Ipu BakiimHanuu npeanoyTeHue OTIAETCs OpaJbHOMY WIIH MOJIKOKHOMY BBEZIE-
HUIO TIperaparta, o CPaBHEHUIO C BHYTPUMBIIIIEUHBIM WU BHYTPUKOKHBIM. Eciu s nanHOU
BaKIIMHBI JTIOCTYIIEH TOJIbKO BHYTPUMBIIICUHBIH MTyTh BBEACHUS, HEOOX0JUMAa 3aMECTUTEIbHAs
Tepanus sl MPEAOTBPAILIEHUS Pa3BUTHs reMaTOMbI. B 3ToM ciyyae HE0OXOAMMO TPOBOIUTH
3aMeCTUTENbHYIO HaKaHyHE BaKI[MHAIMK. B 1eHb BaklIMHAIIMY BBEJEHHUE MpernapaTa He PeKo-
MeHtyercs. Henb3st mpoBOAMTE BaKIIMHAIIMIO BO BpeMs KpoBoTeueHus [19].
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JAucnancepHoe Ha001eHHE

[lenecooOpa3HO NpoOBEIEHUE JUCIIAHCEPU3ALUH TAUEHTOB 1 pa3 B roj B CHIELUAIU3HPO-
BAaHHOM IICHTPE, €CIIH LIEHTP PACHOJIaraeT JOCTATOYHON KIMHUKO-1a0opaTopHoi 6a3oi. Peko-
MEH/I0BAHO MPOBOJUTH OCMOTP NAI[UEHTOB FEMATOJIOIOM, OPTOIIEJIOM U CTOMATOJIOTOM HE MEHEe
2-X pa3 B roJi; OCTAIBHBIMH CHEIUAIUCTAMH - 110 HeoOxoaumocTH [ 19].

HucnancepHoe HaO0IeHNE 3a ManpeHTaMu ¢ bB 10mkHO BKITIOYATh:

e 00s3aTeNeH TUHAMUYECKUI MOHUTOPHHT COCTOSIHHSI TTAIIMEHTA C OI[CHKOW HATH4IUs He-
YKEJIATEIbHBIX SBJICHUH ITPU MTPOBEICHUH 3aMECTUTEIBLHON TEPAIMU: TTOSBJICHUE UHTU-
OUTOPOB K (paKTOpam CBEpTHIBAHMS KPOBU, HHIWBUIyalIbHASI HEMEPEHOCUMOCTh Mperna-
para, BUpyCHasi KOHTaMUHALIUSA,

OLICHKY U3MEHEHMI IICUXOJIOTUYECKOI0 UM COLIMAJIBHOIO CTaTyca NalueHTa,

OLIEHKY COCTOSTHUS Neprudepruueckoil BEHO3HOM CUCTEMBI;

nedeHue ocnoxkHeHui bB: koppekius nedunura sxene3a, HHTUOUTOPOB;

BBISIBJICHHE U JIEUEHUE COMYTCTBYIOIINX 3a00JIeBaHUi, 0COOCHHO 3a00J1eBaHmil 3y0OB,
nosioctu pta, XKKT, JIOP-oprano, opranHoB MO4€BBIICTUTEIHHON U MOJIOBOU CUCTEM,
MaTOJIOTUU CEPJIEYHO-COCYAUCTON CUCTEMBI U JIP.

KitroueBbIMH acrieKTaMu OIICHKU YIIYUIICHHSI COCTOSIHUS 3/I0POBBS U KaUueCTBA KU3HU Mallu-
eHTOB ¢ bB sBist0TCS: MpenoTBpalieHne pa3BUTH FTEMOPPArHueCcKOoro CHHAPOMA, PETPECC I
OCTaHOBKA MTPOTPECCUPOBAHMS KOCTHO-CYCTABHBIX M MBILICYHBIX JIETEHEPATUBHBIX U3MEHEHUH,

OTCYTCTBUE CIIOHTAHHBIX KPOBOM3IHUsHUH [17].
Benenue nanuenTox ¢ bB Bo Bpemsi 6epeMeHHOCTH M PO0B

[Tpu neyenun OepemMeHHbIX >keHIIMH ¢ BB pexomennoBano 3Hath THN bB, a Takxke nsme-
putb FVIIL:C u vWF:RCo B nmazme kpoBu nauueHTKH. [Ipu N€rkux v cpetHeTKENbIX KINHU-
yeckux (popmax teuenus bB (tum 1, Tun 2) koHuentpauus vWF B miasme KpoBH 0OBIYHO BO3-
pacTaeT K TpeTbeMy TPUMECTpYy OepeMEHHOCTH, B HEKOTOPBIX ClIydasX O HOPMaJIbHBIX 3Haye-
HUH, 1 Ha 3TOM 3Tafe 3a4acTyl0 OTCYTCTBYET HEOOXOIUMOCTh MPOBEACHUS FeMOCTaTUYECKOMH
Tepanuu. B mepBbIX ABYX TpuMmecTpax GepeMeHHOcTH KOHUEeHTpalus vWF nosbiaercs He3Ha-
YUTENBHO, YTO YBEJINYMBAET PUCK CAMOIIPOM3BOJILHOIO a00pTa CO 3HAUUTENBbHONU KPOBOMOTEpEii.

[Tpu TspKenbIX KIMHUYECKUX Gopmax TedeHus bB aktuBHocts VWF BO Bpemsi GepeMeHHO-
CTHM BO3pacTaeT HeJocTaTouHo. [Ipr HeoOXOJMMOCTH TeMOCTaTHYECKOM Tepanuu Npu 3TUX TH-
nax bB crnenyer ucnonws3zoBath koHuentparel FVIII, conepxkamme vWF. Jlo3a koHieHTpara
OTIpeNeNsieTCs] B 3aBUCUMOCTH OT ypoBHs (akropa VIII y manmentku, onpeaenernoro B 28 — 30
Henenb OepemenHoctu [21].

[Tpu cooTBeTcTBYyIOLIEH MpOMIAKTHKE KEeHIIUHBI ¢ BB MOryt poxars caMocTosITeNIbHO, C
poBeJeHNeM anuaypanbHoi anectesuu, ecinu FVIIL:C cocraBnser ne menee 40%.

Br160p cpokoB M MeTOAa poIOpa3pelIeHtsl 10 CTaHAAPTHBIM aKyIIEPCKUM MoKazaHusaM. B
OOJIBIIMHCTBE CiIy4aeB OEpEMEHHOCTh U POJIbl y MallMeHToK ¢ bB npoTekatoT 6e3 ocnoxHeHu 1
Jla’ke OKa3bIBAIOT OJIarONpUsATHOE BO3JIEHCTBHE HA KIMHUUYECKOE TeueHHe 3aboneBanus. Onepa-
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TUBHOE POJOpa3pellleHue MyTeM KecapeBa ceueHHus MoxkHO npoBoauthb npu FVIIL:C He meHee
50%.

Eciu oxumaercs poxaenne pedenka ¢ BB mpu perrennn Bonpoca o crocode pojopasperie-
HUs (BarWHaJbHOE WJIM OICPATHBHOE), PEKOMEHIOBAHO BHIOpaTh HamboJice aTpaBMaTHYHBIM
croco6. BakyyMaKCTpakIys SIBISETCS OMACHOM W HE JOJDKHA TPOBOIAMTHCSA B OTHOIICHHUH ILIO-
JIOB, Y KOTOPBIX mojo3peBactes bB [22].

VY xeHnuH ¢ BB NoBkIIIeH pUCK MEPBUYHOTO U BTOPUYHOTO TOCIEPOIOBOTO KPOBOTEUCHHMS,
MOCKOJIBKY TOBBIIIIEHHAss KOoHIeHTpanust VWF B ma3zmMe KpoBH CHIMDKAETCS cpasy ke Mocie po-
noB. Pruck 6osee BbICOK y skeHIIUH ¢ bB 2 Tuma no cpaBHenuro ¢ xeHmmHamMu ¢ bB 1 tuna. Bei-
MMCKa MAIMEeHTOK M3 CTallMoHapa JIOJDKHA MPOM3BOIUTHCS HE PaHEe CEIbMBIX CYTOK ITOCJE PO-
JIOB (CaMOIIPOM3BOJILHBIX) U HE PaHEE JIECATHIX CYTOK IOCJIE ONEPATUBHOTO POOPA3PEIICHHUS.

VY Bcex xenmwmH ¢ bB nenecoo0pa3Ho B mocCiiepoioBOM MepUoje B TeueHue 2—3 HeAelb
IPOBO/IUTH J1A00OPATOPHBI KOHTPOJIb ¢ onpenencauem aktuBHoctd VWF u FVIII [23].

BB y HOBOpPOXKIEHHBIX

[Tocne pogoB pekoMeHayeTcs: 0TOOpaTh 0Opasell MyMOBUHHON KPOBHU B MIPOOUPKY C LUTPAT-
OM HaTpHsl JUIsl ONpEe/IeNIeHUs] aKTUBHOCTH (DaKTOPOB CBEPTHIBAHUS KpoBU. [Ipu oleHke pe3yinb-
TaTOB HEOOXOJUMO yYUTHIBATh BO3PACTHBIE OCOOCHHOCTH. J[0 MOMEHTa AMArHOCTUKH y HOBO-
POXKICHHBIX C OXkujaemoil bB jxenmaTenbHO BO3AEp:KaThCs OT BEHEMYHKUUN (TOJIBKO IS Jua-
rHoctuku bB), oT6opa 00pa3110B KanuuisspHON KPOBH U APYTUX MHBA3UBHBIX MaHUMTYJISIIHIA.

Puck HaciaemoBaHus OoJie3HU BI/IHHC6paHI[a cocrasisgeT 50% He3aBHCHUMO OT II0jia mioaa.
HOCKOHLKy BB B GonbmIMHCTBE CJIY4acB HACJICAYCTCA 1O ayTOCOMHO-AOMUHAHTHOMY THITY, 34a-
OoJieBaHUE MOTYT HacCJI€A0BATh ACTU o0oux mojoB. Tem He MCHCC, TOPOAOBYIO JHAI'HOCTUKY bB
OOBIYHO HE IMPOBOJAT, IMOCKOJIBKY PHUCK PAa3BHUTHA KpOBOTe‘-IeHI/Iﬁ Y HOBOPOXIACHHBIX B 00JIb-
IIUHCTBE CJIy4acB HCBCIIUK.

Tsoxenyro kauHHUYecKyto Gopmy BB (3 Tum) MoXKHO 1HarHOCTUPOBATH Cpas3y ke MOCie POxK-
JIeHHs 10 00pa3ily MyNOBHUHHOM KPOBH, O/IHAKO Oojiee KIMHUYeckH jerkue Gopmbel BB auarno-
CTUPOBAaTh Y HOBOPOXKIEHHOI'O IPAKTUYECKH HEBO3MOXKHO, IOCKOJIBKY IIOCIIE POXKAECHUS KOH-
nentpauns VWF 3HaunTenbHO noBblmaercs. HopmanbHBIM pe3ysbTaT TecTa MOXKET MacKHpO-
BaTh Jerkyro ¢gopmy BB. [losromy obcnenoBanue pebeHKa ciieyeT OTIOKUTh HAa HECKOJIBKO
mecsies [24].

IIpoBenenue 1a00PATOPHBIX UCCIEA0BAHUM

JlabopaTopHble aHANU3BI JIeKAaT B OCHOBE JAMATHOCTUKH M KOHTPOJS y ManueHToB ¢ bB.
TpeGoBaHMs K YCIOBHSIM M TEXHHKE OTOOpa 0Opa3IOB M BBITIOJHEHUS MCCIEAOBAaHUN HE OTIIH-
YaIOTCS OT CTAaHJAPTHHIX. BaXXHBIM acieKTOM J1a00paTOPHBIX MCCIICOBAHUHN SBIISICTCS y4acCTHE B
crucTtemMe KOHTpoJis kKauecTBa. [Ipu nuarnoctrke bB ontrmanbHO ydyacTBOBaTh HE TOJBKO B TOC-
yIapCTBEHHOW, HO M B MEXJYHAPOJHON CHUCTEME KOHTPOJISI KauecTBa J1a0OpaTOPHBIX HCCIIENO0-
BAHUM, OXBATHIBAIOIIEH OCHOBHBIE KOATYJI0JOTMYECKUE TapaMETPHI.
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HexenarenbHas MEIUKAMEHTO3HasA Tepanusd.

[Taruentam ¢ BB HexenarenbHO NIpUMEHEHHUE MPEnapaToB, yXYAMIAMNX (QYHKIHIO TPOM-
OOLIMTOB WJIM CBEPThIBaHUS KpoBU. [IpuMeHeHHe TakuX MpernapaToB MOKET MPUBECTU K pa3BU-
THUIO TSKEJIbIX KPOBOTEUEHUU, KOTOPbIE HE KOHTPOJIMPYIOTCS BBEICHUEM KOHIIEHTPATOB (hakTo-
pPOB CBepThIBaHUS KpOBU. OHAKO Pa3BUBLIUIICS TPOMOO3 MOXKET MOTPeOOBaTh MPUMEHEHUS aH-
TUKOArynsHToB. llpenmouyreHue Haao OTAABaTH MpenaparaM KpaTKOBPEMEHHOTO JIEHCTBHS.
Kaxxapiii pa3 He00X0IUMO aHATH3UPOBATh COOTHOIICHUE TIONB3BI M PUCKA OT MPUMECHEHUS aHTH-
KOAryJIsIHTOB U @aHTHArperaHToB.

Oco0ennocrtu Beaenusa nanueTos ¢ bB

["apanTupoBanHoe OecriepeboitHoe obecnieuenue konnenrparamu FVIII+vWE/FVII y na-
nueHToB ¢ bB, 00yueHne NprMEHEHUIO 3THX IPenapaToB WIEHOB ceMbU OosbHBIX BB siBnsiercs
IIPUOPUTETOM B OPraHU3aLUK IOMOLIM nanueHTam ¢ bB.

[Tpu neyeHnn KPOBOTEYCHUH HEOOXOIMMO TPUACPIKUBATHCS CIETYIONINX TPUHIUITOB!

1. JAns OCTAaHOBKH KPOBOTEUCHHI HEOOXOIMMO Cpa3zy MPUMEHATH 3PPEKTUBHBIE T03BI TIpe-
naparoB. Tepanusi HEIOCTaTOUHBIMU JI03aMU HE IT03BOJIMT OCTAHOBUTH KPOBOTEUEHUE,
IPUBEJET K IOTEPe BPEMEHH, HapaCTaHUIO FeMOPParn4eckoro CHHAPOMa U HEOOOCHO-
BaHHOMY PACXOJy JOPOTOCTOSIINX IIPENapaToB.

2. Ilpu mpoBeneHUH TOMAIIHETO JIeYeHUs BBIOOp MpenapaTa MaueHToM JOKEH OCHOBBI-
BaThCsl HA PEKOMEHJAlMSX JISHallero Bpaya U ObITh 000CHOBAHHBIM B COOTBETCTBHH C
KIIMHUYECKOW CUTYaIUEN.

3. T'eMocrarnyeckyio Tepanuio cuenupuueckuM rnpemnapaTamu (KOHIEHTpaTaMu (paKkToOpoB
CBEPTHIBaHUS KPOBH) HEOOXOIMMO HaYMHATh KaK MOXHO paHbllle (B MaKCUMaJIbHO CKa-
ThI€ CPOKH HACTOJILKO HACKOJIBKO 3TO BO3MOKHO, JKEJIAaTEeIbHO B TEYEHHE MEPBBIX 2-X ya

COB IOCJI€ MOJYYEHHsI TPABMBI WJIH MOSIBIICHUS NMEPBBIX CYOBEKTUBHBIX WINM OObEKTHB-
HBIX NIPU3HAKOB KPOBOU3IMSHUA/KPOBOTEUEHH ), [IOATOMY OCHOBAHUEM ]ISl Havaja Te-
panuu MOryT ObITh CyObEKTHBHBIE OLIYIICHUs anueHTa win (akt TpaBMbl. Heobxoau-
MO CTPEMHUTHCSI OCTAHOBUTH KPOBOTEYEHUE UIIM KPOBOU3JIMSAHUE 10 PA3BUTHS 3HAYMMBIX
KJIMHUYECKUX IposiBeHUH. [Ipy Hamuuny TpaBMbl NAIIMEHT JOJKEH ObITh OCMOTpEH Te-
MaTOJIOTOM B 00s13aTEJIbHOM MOPSKE.

4. JleyeHue JIETKUX U CPEIHUX KPOBOTEUEHHM JTOJKHO IIPOBOJUTHCS HA JOMY ITALlUEHTOM
WJIM €r0 POJCTBEHHUKAMU B COOTBETCTBUM C peKOMEHAANMAMU remarosora. [Ipu pa3su-
TUU TSKEJIOTO0 KPOBOTEUSHHSI TEpaIus JT0JKHA ObITh HauaTa Kak MOXHO paHbIle (Ha J10-
MYy) H IIPOAOJDKEHA O] HaOII0IeHUEeM IeMaToJIora CTallHOHAPHO WM aMOyJIaTOPHO.

5. TlamueHThl He TOJKHBI UCIIOIB30BaTh MPENapaThl, HapyIaouue GyHKIN0 TPOMOOIIH-
TOB U YrHETAIOIINE CBEPTHIBAHNE KPOBU, OCOOCHHO AI[eTUIICATIMIMIIOBYIO KUCIIOTY U Jp.
HIIBII (3a uckmouenuem HekoTopbix L{OI'-2: keTopomnaka, HUMecynuaa, noynpodena,
1eJIEKOKCHO, TapeKOKCHO U Ap.).

Crnenyet u3beraTb BHyTPUMBILICUYHBIX HHBEKIUN U ITYHKLIUN apTEPHil.

CrnenyeT noomwpATh peryJsipHbIE 3aHATUS PU3NYECKUMU YITPA)KHEHUSMU, CIIOCOOCTBY-
IOLUMH Pa3BUTHIO MYCKYJIaTyphbl, 3alIUTE CYCTABOB U YIYUIIEHUIO (PU3HUUECKOTO COCTO-
SHUS (HampuMmep, JiedeOHasi TMMHACTHKA, [JIaBaHKe, TEPPEHKYD).
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8. HaL[I/IeHTI:I JOJIDKHBI n30eraThb CHTyaHHﬁ, CBA3aHHBIX C BLICOKUM PHUCKOM TpaBM, B TOM
YHCJIC 3aHATHUS KOHTAaKTHBIMUM B J1aMH CI[I/IHO60pCTB, HI'p C TAKCIBIM MAYOM, 3aHATHM Ha
CIIOPTUBHLIX CHaApsAaax, 1 T.AO.

Oﬁy'{e}me NAUEHTOB M YJIEHOB X CeMeii.

OOyueHue MalMEeHTOB M YWICHOB X CeMel — He0OX0AMMOe YCIIOBHE 00CCIICUCHUS aJIeKBaT-
HO# oMoty 60asHEIM bB. OOydeHne HaunHaeTcs cpasy Mociie YCTaHOBJICHUS HarHo3a u
MIPOBOJIUTCS HA MTOCTOSIHHOW OCHOBE BpayaMH M MEIUIIMHCKUMHU CECTpaMH IIEHTPa, B KOTOPOM
HaOmogaeTcs nanuenT. O0y4yeHne MpOBOIUTHCS UHIMBUIYAIBHO MPU MOCEIICHUH IIEHTPa U B
paMKax MalueHTCKOM IIKOJIBI.

OcCHOBHBIE HaITpaBJICHUA O6y‘IeHI/ISI ImalueHTa 1 4JICHOB €0 CEMbH.:

e uyTO0 Takoe bB,

e 0COOEHHOCTH JieTei, cTpanaromux bB,

® HaABBIKM OIIEHKH COCTOSIHUA PEOCHKA,

® HABBIKH OIICHKU CUMIITOMOB,

® XapakTepa M TSKECTU KPOBOTCUCHUS,

® XpaHCHHE U UCIOJIh30BAaHUE KOHIICHTPATOB ()aKTOPOB CBEPTHIBAHUS KPOBH,
® [IOKa3aHWs U JI03bl 3aMECTUTEIILHOM Tepanuu,

® HaBBIKH MPOBEICHUS HHPY3UH B IOMAITHUX YCIOBUSX,
®  yXOJ 32 BEHaMH,

® [IpPUMEHEHHUE APYTHX FeMOCTATUUYECKHUX MPENapaToB,

e (usnyeckas akTUBHOCTb,

® [ICHXOJIOTHYECKAas U COLMalIbHAs aJanTalys,

e MnpodeccruoHanbHasi OpUEHTAUS,

® HOPUAUYCCKUC ACIICKTHI.

ITomumo Bpaqeﬁ " MCICCCTEP K 06y‘IeHI/IIO MAllMEHTOB M YICHOB UX CeMeH HeO6XO,Z[I/IMO
IMPUBJICKATDb IICUXOJIOTOB, FOPHUCTOB U YJICHOB O6H_IGCTBCHHI:>IX 0pFaHH3aI.IPIfI, MNPpEACTaBIAOIINX
HHTCPCChI OOJIBHBIX C HapymeHnusAMHN CBEPThIBAHUS KPOBH.



AjaroputMm BeeHnusi nauueHTos ¢ bB

[TanmeHT ¢ mogoO3peHueM Ha
6ose3up Bunmnebpanna

JlmarHoctuka

A4

Juarnos nmonreepxaeH?

Her

IIponomkuTh nUarHo-
CTUYECKHI IMOUCK B
paMkax Ipyrux BO3-

MOXKHBIX 3200JI€BaHUM

AnTHhUOpHHONUTHYECKas Tepamnus, Hecenuduue-

CKasi FeMOCTaTH4ecKast Tepanus, Ipyu MEHOPParusx -

3IT

[IponomxuTh TEpanuo
JI0 KyIIMPOBaHUs FreMop-

para4ecKoro CHHApPoOMa

EcTb oTBET Ha
Tepanuio?

Her

Tepamust KOHIICHTpaTaMHu
FVII + vVWF/FVIIL, co-
nepxamumu VIWF

[Mpodunakriyeckoe
JeYCHHe

Tsokenoe KIMHAYECKOS

teuenue/bB 3 tun?

Her

HucnancepHoe

HaOIroAeHNE

3aMecTUTeNbHAs Tepanus o Tpe-
OoBaHUIO
+/- aHTHOUOPHHOTUTHIECKHE
npenaparsl

N
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HNudopmanus 1151 NAaMEHTOB

L{eHTpsl 110 J€YEHUIO NaUEeHTOB ¢ bB:

OI'BY «HMMUI] rematonorun» Munsnpasa Poccuu, otnen koarynonaruii. HoBbiit 36IKOBCKHIA
npoes, 1. 4, r. Mocksa, 125167. Ten +7 (495) 612 29 12.

I'bY3 Mopo3sosckas JII'’Kb JI3M, r. MockBa, reMarosiorudeckoe otaenaeHue. 4-piit JloOpbpIHUH-
cKmii mep., A. 1/9, r. Mocksa, 119049. Ten. +7 (499) 236 15 87.

I'opoackoii entp o sneueHuto remodunuu CI16. 'bY3 «I'opoackas nomukimmanka Ne 37». INo-
poxoBas yi., 1. 6, T. Cankt-IlerepOypr, 191186. Ten. +7 (812) 31548 71.

HUWMU remaronorun u tpanchysuonoruu. 2-as CoBerckas yi., 1. 16, r. Cankr-IleTepOypr,
191186. Ten. +7 (812) 274 56 50.

OI'BY KupoBckuil Hay4yHO-UCCIIEI0BATEIbCKUI HHCTUTYT T€MAaTOJOTUH U NEPETUBAHUS KPOBH.
Kpacnoapwmeiickas yi., 1. 72, r. Kupos, 610027. Ten. +7 (8332) 67 9197

Anraiickuit punman OI'bY «HMUL] remaronorun» Munszapasa Poccun. KpaeBoii ienTp mnaro-
Joruu remocrtasa. Jisnuaesckoro yi., a. 1, r. bapnayn, 656024. Ten. +7 (3852) 68 98 80.

NH®OPMUPOBAHHOE COI'JIACHE BOJIBHOI'O HA TPOBEJAEHUE ITPO®U-
JJAKTUYECKOI'O JIEYEHUSA KOHUEHTPATAMU ®AKTOPOB CBEPTBIBAHUSA
KPOBH

H)

A COTJIaCCH, YTO MOC Y4aCTUC B IIPOIrpaMMe HpO(i)I/IJ'IaKTI/I‘leCKOFO JICYCHUA HAKJIaJbIBACT HA MC-
HA CJICAYHOIIHUC 00513aHHOCTH:

[TpoxoauTs Bce HE0OX0aMMBIE JabopaTOpHBIE OOCIETOBAHMUS.

[TpodunakTryeckoe jeueHrue MPoBOJIUTH CTPOTO MO PEKOMEHIAIMU Bpaya.

ExxeMecsa4HO 3am10JIHATE U CAaBaTb MPOTOKOJIbBI BHYTPUBCHHOI'O BBCACHUA q)aKTOI)OB CBCpPThIBa-
HHUS KPOBH.

B cirygae HacTyIICHUST OCIOKHEHUH HITH OTCYTCTBHS KIMHHYECKOTO dPPeKTa HEMEUIEHHO 00-
pamarbcs

B *

B CJIy4aC HCBBITIOJIHCHUA MOUX 06H33HHOCTCﬁ, Bpa‘-IC6HBIX pCKOMCH,Z[aLII/Iﬁ HNJIn O6CHCI[OB8.HI/II71
MOC€ y4aCTHC B IIporpamMme HpO(I)I/IHaKTI/I‘{CCKOFO JICUYCHUA 6y,[[CT MMPpEKpaIiCHo.

« » TI.

(moamuce)
* Ha3BaHne MEIUITMHCKOW OpTaHU3aIliH, €€ aipec U TeIe(OH.
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JTIOBPOBOJIbHOE UH®OPMHUPOBAHHOE COI'JIACHUE POAUTEJIEN (3AKOH-
HBIX TPEICTABUTEJIEN) PEBEHKA HA ITIPOBEJEHUE ITPO®UJTAKTHYE-
CKOI'O JIEYEHHU S KOHIHUEHTPATAMMU ®AKTOPOB CBEPTBIBAHUA KPOBH

s, ;

(®.M1.0. nonHOCTHIO, CTETIEHb POACTBA WM CTATYC)
COTJIACCH HA Y4acTHE MOero peOeHKa

B IIpOrpaMMe MPpOo(PHUIAKTHUECKOTO JICUCHHSI KOHIICHTpaTaMu (pakTOpoB CBEpThIBaHMS KpoBH. O
BO3MOXKHBIX TOOOYHBIX PEAKIMAX M PE3y/IbTaTaxX JCUSHHS MpeaynpexieH (a). O Heooxoaumo-
cTH coOro1aTh rpaduk HaOIIOAEHUS 1 1ab0paTOPHBIX 00CIIeIOBAaHUN TTPEAYIIPEXKICH (a).

S Mer0 BO3MOXXHOCTH BBOAMTH ATOT MPENapar Mo MECTY KUTEIHCTBA U O3HAKOMIIEH () ¢ Tpa-
BWJIAMU €ro BBeJeHHA. S| ”HPOPMHUPOBaH (a) 0 HEOOXOIUMOCTH:

CBOCBpeMeHHO IMpOXOaUuThb BCC HCO6XO,I[I/IMBIG na6opaTopHHe O6CJ'I€I[OBaHI/I$I.
HpO(bI/IJ'IaKTI/I‘leCKOG JICUYCHUEC ITPOBOJUTL CTPOI'O I10 PECKOMCHIAIINH Bpaya.

E>xemecsauyHO 3aoiHATh U cAaBaTh IPOTOKOJIbI BHYTPUBEHHOTO BBE/IEHUS (DaKTOPOB CBEPTHIBA-
HUs KPOBH.

B CJIydac HACTYIUICHUA OCJIOKHEHHUM HJIH OTCYTCTBHA KIIMHUYCCKOT'O 3(1)(1)eKTa HEMCIOJICHHO 00-
pamaTbCAa

B %

S undopmupoBas (a), 4TO B Cirydae HEBBITIOIHEHUS ITUX TPEOOBAHUN UMEETCS 3HAUUTEIIbHBIN
PHMCK pa3BUTHS Y MOETO peOeHKA TAKEIbIX OCIOKHEHUH.

«_» I.

(moamuch)

* Ha3BaHne MEIUITMHCKOW OpTaHU3aIliH, €€ aipec U TeIe(OH.
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IIpoToKo0J reMocTaTH4YeCKOi Tepanuu KOHUeHTpaTaMmu (akTOpoOB CBePTHIBAHUS KPOBH 3a

200 rona
®.1.0. 601bHOTO
Bec (kr)
JarTa poxnenust Teu. Jluarnos
Kinanueckuit
hddext (Bpems
n n HACTYIIJICHUS
ata u aTta ¥ Bpe-
No Xapakrep P HanmenoBanne M.E.  |ynydmienus u ero [[loanuce
BpeMsI MsI BBEJICHUS
i\t o0ocTpeHust npernapara (hakTopanposiBIeHUS - 00JIbHOTO
o0ocTpeHus KOHIIEHTpaTa
YMEHBIIT.00JIH,
00beMa KpOBOU3-
TTUSTHUS | JTP. )
remMapTpo3
- 11 aBpJII())K- 01.01.01 15.45 ymenblue-
010101 [P¥* 500 . y
TEBOTO CY- |1 g HUe 00sn
cTaBa
2.

PacueT 103bI KOHIIEHTpaTa, HEOOXOAUMOM Il BBEACHUS:
Ocrtpsie remapTpo3sl: 1 cycras - 20 ME\kr maccer Tesa
2 u 6onee cyctaBoB - 30 ME\kr Macchr Tena
['emarombl HeOobIINX pazmepos: 20 ME\kr macchl Tena
3abprommHHbie rematoMbl: 40 ME\kr macce Tena
[Toanuce neyaiero Bpaya
IMoamuces manuyenTa
BHUMAHMUE!
BBoauTh KOHIIEHTpATHl (AaKTOPOB CBEPTHIBAHUS KPOBU HEOOXOMMO B CaMOM Hayalie KpOBOU3-
nustHUSA !

Jls KoHCyNbTaluil 3BOHUTD 110 TEJI. (KpyTJI0CyTOUYHO)
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