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PEAAKTOPY

MpuobpeteHHas remocunua A (MNIFA) asnsetca oyeHb pegkum 3abonesaHHeM C
yactoTon okoso 1.5 Ha munnuoH Hacenenus B rog [1]. Ona passuBaetcs 3a cuet
npoaykuuu aytoaHtuten (AT) HenocpeacteeHHo K FVIII u Bctpeuaetca y obomx
nonos B paBHOW cTeneHU. OCHOBHbIMKU COCTOSAHUSAMMU, cBa3aHHbIMU c [TTA, aBnsoTca
Apyrue ayToMMMyHHble 3abosieBaHus, 3/l0KayeCTBeHHble HOBOODPa3oBaHUsA, NPUEM
nekapcte U bepemeHHocTb. OfgHako okosio nonosuHbl MFA He UMEIOT KOHKPETHOM
MPUYMHBI, MO3TOMY WX Ha3blBAOT UAUONATUUECKUMM.

NOCNEPOLOBAA NrA NPEACTABJIAET COBOU OCOBYIO KATEFTOPUIO C
OTYET/IUBbIMU KTUHUYECKUMU NPOABNEHUAMU, HA AO0JIIO KOTOPbIX
NMPUXOAUTCA 7-21% NALMUEHTOK C MrA [2, 3, 4].

B Kopee Lee et al. coobwunu o nepeom cnyudae nocnepogosor MNIA y 40-netHen
»eHwuHbl. [5]. Hackonbko Ham u3eecTHO, Haw cnyyan sensetcs sTopbiM B Kopee.
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KIUHUYECKUU CNYUAU

PaHee 3gopoBas »KeHliMHa B Bo3pacTte 18 net uepes 5 mecsaues nocne pogos obHapy>xuna
HECKONIbKO He3HauYuTesIbHbIX KPOBONOATEKOB Ha pykax U Horax. Cneuudprueckux
OCJ/IO>KHEHWM Cpa3y nocse poaos He Obiio. PaHee oHa He npUHUMana HUKaKMX
npenapaToBs, KOTopble Morau bl npusectn K MIFA, u ee ceMenHbIM aHamHe3 6Obin
Hecneuudurueckum. 'emopparvueckue CUMNTOMbI CO BPEMEHEM YCYrybasauch, U oHa
obpartunacb K yacTHOMy Bpady yepe3 8 mecsues nocsie ponos. B knuHuKe el pgasanu
ToNIbKO npenapartbl ana nedeHus XXIOA. B cBA3u co cTorkon murpupytowen 6os1e3HeHHOM
MPUNYXJIOCTbIO Ha KOMEHAX WU FOJIEHOCTOMHbIX CyCTaBax, MHOXXECTBEHHbIMU
KpOBOMOATEKAMU U MEHOPpPArven, nepeBefeHa B Hall MHCTUTYT yepes

9 mecsaues nocne ponos. Ee nepsoHauanbHble pesynbtartbl 1abopaTopHbIX aHanM30B Obliu
cnepyowmmu: MB 10,2 cekyna (N - 10-14 ¢), MHO 0,95 (N - 0,85-1,50), AYTB 84,3 c

(N - 20-40 c), aktusHocTb FVIII 1,4%, a AT k FVIIl 28 BE. Takum obpasom, 6bina
noateepxkaeHa nocnepogosas [IA.

Ana KYNMMMPOBAHUA COXPAHAIKOLWKNUXCA TEMOPPATMYHECKUX CUMITTOMOB
EM Bbl1 BBEAEH KOHLEHTPAT AKTUBUPOBAHHOIO NPOTPOMBHUHOBOIO
KOMMJIEKCA ®EMBA°® (TAKEDA, CLLUA) COITIACHO PEKOMEHAALMUAM MO
AO3UPOBAHUIO NMPU KPOBOU3NUAHUAX B CYCTAB (50-100 EA/KI KAXKAbIE
12 YACOB, MAKCUMYM 200 EA, /Kl /OEHB), U CAMINTOMbI KPOBOTEYEHUA
UCYE3JIN.



Mbl BHMMaTenbHO Habloaany 3a Hell B aMBynaTOpPHOM KAWHWKe ¢ MHbekuusamu GEMBA® no
TpebosaHuio. Yepes 2 mecsaua MB cocrasun 11,2 cekyna, AYTB 95,1 cekynn, aktusHocTb FVIII
1,5%, nHrnbutopsbl FVIII 40 BE. Mbi Takyke paccMOTpPenu BO3MOXKHOCTb AOMOJIHUTENIBHOMO
BBEAEHWUS €M KOPTUKOCTEPOUIOB.

CornacHo Esponeickomy peructpy MNMIFA (EACH2), ¢ 2003 no 2008 ropa B 13 ctpanax Esponbi
passuiocb 42 cnyuas nocnepogosoi MIA [4]. Opyrumu cnosamu, MEAMUMHCKWIA NepcoHan B
remMaTto/IorMu UKW aKyLLIepCTBe MOXKET NPUHMMATb O4HOro nocneponosoro nauyueHta c MMA
KaXkablM rof B O4HOMW CTpaHe.

NMOCKOJIbKY BPEMA 0 NOCTAHOBKWU AUATHO3A NOCNIEPOLOBOM MNrA
COCTABJIANO B CPEAHEM 21-120 AHEW NOCJIE POAOB, XXEHWUH CNEAYET
TWATE/IbHO HABJIIOAATb YEPE3 1-3 MECALA NMOCJIE POAIOB [4].

Yacto MIFA ownboYHO NpUHMMAIOT 3a APYroe HapyllueHWe CBepTbIBAEMOCTU KPOBW, TaKoe Kak
AUCCEMUHUpPOBaHHOE BHyTpucocyauctoe ceeptbisaHue ([BC) kpoeu, noToMy uto
KPOBOMW3/MsIHUE B KOXY (nypnypa) Wan Markue TKaHW senseTcs Hambonee yacTbiM NPU3HaKOM
MrA, 8 To Bpemsa kak remaptpo3 npu MIFA sctpeuaetca peako [1, 2]. CornacHo EACH2,
remMapTpo3 ABAAETCA PeAKUM reMmopparvueckum cumntomoM nocnepogosor MIA (okono 5%).
Hanbonee vactbiMu 6biBatoT noaxkoxkHbie (45%) wnu cnuauctbie (43%) kposoTeueHus. B
HalleM cjlyyae NPosBJIeHUs ObUIM OWMOOUYHO NPUHATHI 3a peBMaTUyeckoe 3abosieBaHue,
NOCKOJIbKY OCHOBHbIM CUMMNTOMOM Obina Murpupytoltas 6onesHeHHasa NpUNyxJocTb CyCTaBoB
U3-3a remapTpo3sa. JleueHue ocTporo KposoTeueHus npu nocnepoposor MIA He oTauuaeTcs
oT obuien dopmbi MIA.

ABA NMPEMAPATA LUYHTUPYIOLLErO AEACTBUA (NLUA), AKTUBUPOBAHHbIN
KOHLEHTPAT NPOTPOMBMHOBOI0 KOMMJIEKCA AKMK ®EMBA® U RVIIA HOBO-
C3BEH ABNAIOTCA OCHOBHbIMU TEPANEBTUYECKUMU ATEHTAMU ANA
KOHTPO/IA OCTPbIX TEMOPPATMYECKUX CUMINTOMOB. OBLLUWH MONHbIA OTBET
HA KPOBOU3/IUAHUA NPU UCNONIb3OBAHUU PEUBA° COCTABNAET

86-100% MPU UHDY3UAX 75 EO/KI KAXKADIE 8—12 YACOB [6].



Komburauusa ML, ans octaHOBKKM KpoBOTeueHUsi U MMMyHocynpeccuHow Tepanun UCT gns
apagukauuun AT k FVIII 06biuHO ucnonb3yetcs npu obuen cdbopme MIA. [na neuenus
MCMONb3YIOT NPEAHU30/0H (MpesHU30H), uMKnodocdammu, asaTMONPHUH, 6-MepKanTonypuH,
putykcumab (MoHoknoHanbHoe AT npotues CD 20), MukodeHonaT uan LMKAOCNIOPHH

[1, 3, 7, 8, 9].

MMMYHOCYINPECCHUA MOXET bbiTb UHAUBUAYAJIbHO PACCMOTPEHA B
CNYYAE NOCNEPOAOBOM INrA C YYETOM EE NMPEUMYLLECTB U HELOCTATKOB.

B petrpocnektusHbix 0630pax nocneponosbix MFA y 86-100% nauueHTok Habnoganacb
nonHas pemuccus, a Bbkueaemoctb coctasuna 97-100% [4, 9]. Kpome Toro, He 6binio
CTATUCTUYECKOW pPasHMLbl BO BPEMEHU LO MOJIHOW PEMUCCUU MEXAY NaLMEHTKaMM C
nocnepogosoi MNIrA, nonyyaswrmu MMMyHocynpeccuBHyto Tepanuio UCT, u octanbHoM
koropTou [4]. C npyro# ctopoHbl, TeueHue obuien dpopmbl MNITA coseplieHHo uHoe. YacTtoTa
PEeLUIMBOB NOC/E NPEKpaLLeHUss MMMyHocynpeccuu coctasuia okosno 20%, a BbiKMBaEMoOCTb
— okono 60% [1]. CywecTsytoT pasHornacus no nosogy yactotbl peuuansos AT k FVIII B
cnyyae nocnepytoler 6epemerHoctu [10, 11]. KpynHomacwtabHoe uccneposaHue 4acTtoTbl
pPELUMOUBOB MOKA HELOCTYMHO.

TAKUM OBPA3OM, NALUUEHTKH, MEPEHECLUUE MOCNEPOAOBYIO NrA, AOJ/IXKHbI
TIWWATE/IbHO HABJIIOAATbCSA NPU NOCNEAYOLWEN BEPEMEHHOCTMH.

B npeabiayuiem Kopeickom cnyuae nocnepogosoin MIA, onucavHom Lee et al. [5], naumenTke
HasHayanu MW » kopTukocTepoua. B paHHOM cnydae mbl ucnonb3oBanu uHgysun AKIK
DENBA® B pexknuMe «no-TpebBOBaHUIO» A5 OCTAHOBKM OCTPOrO KPOBOTEUYEHUS W OTIOXUIIN
MMMYHOCYNPECCUIO C YYETOM BO3MOXKHOCTU CMOHTAHHOM pPeMUCCHUU. Y NauUeHTKH
reMoppariyeckue CUMNTOMbI OblIM NONHOCTBIO KyNMMPOBaHbl C MOMOLLbIO MHY3ni PENBA®.

OAHO3HAYHO, 4YTO NPEACTABJIEHUE KIMHUYECKHUX CNYYAEB NrA noMoryT
NOBbICUTb OCBEAOMJIEHHOCTb Ob 3TOM PEAKOM 3ABOJIEBAHUHU CPEAU
MEAULMHUHCKOIO NEPCOHAJIA B OBJIACTU TEMATOJIOTMA U AKYLLEPCTBA.
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KPATKAA UHOOPMALIUA O NPEMNAPATE ®EUBA®

PeructpaunoHHbii Homep: PK-JIC-5N2018682, PK-JIC-5N2018683 ot 18.01.2017 r. MexxayHapoaHOoe HenaTeHTOBaHHOEe WU
rpynnUpoBOYHOE Ha3BaHUe: aHTUUHIMOWUTOPHbINM KOaryasHTHbIM KoMmnnekc. JlekapcTBeHHasa hopMa: MoMau3aT AN NPUrOTOBNAEHWUS pacTBopa
ans uHdysui. PapmakortepanesTuyeckasa rpynna. lemoctatuueckoe cpeactso. Kog ATX B02BD03. MNMoka3saHus K npuMeHeHHI0. JleueHue
KPOBOTEUEHHWH Y NaLMUEHTOB C MHTMOUTOPHOM hOPMOWM reModrinK A; neyeHne KPOBOTEUEHHH Y NaLMEHTOB C MHIMOUTOPHOM chopMon remodmamnu B,
MPH OTCYTCTBUU CNELUPHUIECKOrO IEYEHHSI; IEUEHWE KPOBOTEUEHWH Y MALMEHTOB C NPUOBPETEHHLIMU KOArynonaTusiMi BCIEACTBUME MHTMOUTOPOB K
daktopy VIII; npodmnakTMka KpOBOTEUEHUH y NaLUMEHTOB C MHIMOUTOPHOM (hOPMOM reModriMK A, NEepeHECLIMX MAacCHMBHble KPOBOTEUEHWUs B
NPOLUJIOM W MMEIOWMX PUCK 3HAuMTENbHbIX KpoBoTeueHui). MpoTuBonokasaHus. Mpenapat Meli6a® He AOMKEH NPUMEHATHCA MPWU CAEAYIOLMX
COCTOSIHMAX, €C/IM MMeKTCA TepaneBTMueckue anbTepHaTuBbl Deitb6a®: noebilleHHAs uyBCTBUTENbHOCTb K aKTMBHOMY BELLECTBY WM K
BCMOMOraTesibHbIM BELLECTBAM; AUCCEMWHUPOBAHHOE BHYTpUcocyaucToe ceepTbiBaHue (LBC-cuHipom); ocTpbiii TpomM603 wau ambonus (Bkntodas
uHapkT MHokapaa). Cnoco6 npuMeHeHUs W AO3bl. [1N1A BHYTPUBEHHbIX MHBEKLMM MK uHy3uih. CKopocTb BBeAeHHMs mpenapaTa He [OosKHa
npesbiwatb 2 E[l/kr maccobl Tena/ mMuH. Jlosbl. Mpw Bbibope A03bl U YACTOTbI BBEEHHS ClefyeT PyKOBOACTBOBATHCA KIMHUYECKOM 3¢hdheKTUBHOCTbIO B
Ka>KLOM MHAWMBUAYyanbHOM cnyuyae. Pekomengyetcs npumenatb npenapat ®eib6a® B gose ot 50 go 100 EL/«r maccol Tena. Mpu 3tom He cnepyet
npesbiwaTb pasosylo o3y 100 E[l/kr macchl Tena v cytounyio gosy 200 E[/kr maccbl Tena. CnoHTaHHble KpoBoTeueHus: KpoBousausHus G
cycmaBol, MolWybl U MS2KUE MKAHU. B cnydasx KpOBOTEYEHWI Manon U CpefHel MHTEHCMBHOCTH peKoMeHayloTcs fo3bl npenaparta Mei6a® ot 50 po
75 EL/kr maccbl Tena kaxable 12 uacos. B ciyuasx oBWMPHbBIX KPOBOM3NMAHWM B MbIlLbl M MArKME TKaHW, B YaCTHOCTM, MPW 3aBPIOLLIMHHbIX
rematomax, pekomeHgyemas fo3sa coctasnset 100 ELL/kr maccobl Tena kaxgble 12 yacos. Xupypruueckue BMewarenbcrea: PekomeHayemas pasosas
nosa coctasisier 50-100 EJl/kr macchl Tena Kagble 6 uacoe, He npeBbillas MaKCcUMasbHylo cytouHyio go3y 200 EJ/kr macchl Tena.
MNMpodunaktuueckoe neueHwe: Jrs npogursakmuku kpoBomeyeHul y nayueHmoB c BbICOKUM MUMPOM uHeubumopa u 4Yacmelmu
KkpoBomeyeHusmu nocae Heydadu UHOYKYUU ummyHHOU moneparnmHocmu (MHUT) uau kozda MUT He npoBodunace pexkomeHdyemas 0osza
cocmaBasem 70-100 E/] /k2 maccel mena yepes ders. Ecnn Heobxoaumo, fosa mosxkeT 6biTb yeenuueHa go 100 E[l/kr Mmacchl Tena B AeHb UAK MOXKeT
6bITb NOCTENEHHO CHWXKeHa; [/ npogunakmuku kpoBomeyeHul y nayuerHmoB ¢ Boicokum mumpom uHeubumopa Bo Bpems npoBederus uHOYKYUU
ummyHHol moneparimuocmu (MHT) npenapat Meiba® MoxxeT HasHauaTbcs ogHoBpemerHo ¢ chaktopom VIII, B unTepsane gos 50-100 EL/kr maccbl
Tena ABaKAbl B A€Hb, NOKa TUTP WMHrMbuTopa He ymeHblmtcs go <2 BU. Mob6ouHbie adpdektbl. Mpenapar Merba® moxkeT Bbi3biBaTb peaKumu
rMNEepYyBCTBUTENIBHOCTH aIEPrMueckoro TWMa, B YacTHOCTH, KpamnueHWuy, oTek KBWHKe, >Keny[ouHO-KMLLeUHble MpPOsiBeHWs, BpoHxocnasm u
rUNOTEH3UI0. ITU peakuuu MoryT BbiTb OYeHb CEPbE3HbIMU U HOCWUTb CUCTEMHDBIM XapakTep (B 4aCTHOCTH, aHahMNaKCUs C KPanuBHULEH W OTEKOM
KeuHke, BpoHxocnasm, 1 aHadmaakTUUeCKui Wok). pyrue nHy3UMOHHbIE peaKLmu, Takue Kak 03HOB, rMnepTepM1a U TMNepTeH3Usa TakxKe oTMeuauchb
npu NpUMeHeHuu npenapara. Hapywerus co cmopoHsl kpoBu u sumgpamuyeckol cucmemsl. IncceMUHUPOBAHHOE BHYTPUCOCYANUCTOE CBEPTbIBAHHE,
MOBbILIEHWE TUTPa MHrMbUTOpa (aHamMHecTWueckwit oTeeT). HapyweHus co cmopoHsl cepdedHo-cocyducmol cucmemsl. VHdapKT MuoKapaa,
TaxuKapaus, TPoMOO3, BEHO3HbIN TPOMBO3, apTepuabHbii TPOMBO3, apTepHasibHas MMNOTEH3Us, apTepHUasibHas MTMNEPTEH3MS, MPUIIMBbI KPOBU K KOXKE
nvua. flepeyers Bcex noboymvix 3¢pgpexkmoB npedcmaBaer B uHCmpykyuu no meduuuHCcKomy npumeneHuro. BzaumodeicmBue ¢ dpyeumu
nexkapcmBerHoimu cpedcmBamu. Npy COBMECTHOM NpUMeHeHuH ¢ npenapatom Meiba® cucteMHbix aHTUPUOPHUHONMTUKOB, TAKMX KaK TpaHeKcamMoBas
M aMMHOKanpOHOBasi KUC/OTbI, CAefyeT YuYWTbiBaTb BO3MOXHOCTb TpoMboobpasosaHus. Mpu HEOBXOAUMOCTM KOMOUHWPOBAHHOIO MPUMEHEHUs
AHTUPUOPHUHOIMTUKH He CleayeT UCnosb3oBaTh B TedeHue 6 - 12 uacos nocne seeaeHus npenapata Meib6a®. Mpenapar Deiba® He cnegyet cmMewmBaTth
C OPYrMMW NeKapCTBEHHbIMW NpenapaTtamu, MOCKOJbKY 3TO MOXKET MOBJMATb Ha 3PPeKTUBHOCTb U Ge3onacHOCTb MCMO/b30BaHUs npenaparta. B
K/IMHUYECKMX MCCNEefOBaHWAX 3MULM3yMaba, B KOTOpbIX CyObeKTbl MccnefoBaHus nonydany npenapat @eii6a® B kauectse KoMnoHeHTa Tepanuu
NPOPbIBHOrO KPOBOTEUEHWsl, COOBLLANOCh O C/lyyasx Pa3BUTUS TPOMOOTUUECKOW MUKPOAHrMOMAaTHW, UTO MOMET yKasblBaTb Ha CyLLECTBOBaHWE
NOTEHLMA/IbHbBIX IEKAPCTBEHHbIX B3aMMOLENCTBUI Mexay aMuum3ymMabom u Deinba®. Ocobbie ykasanus. Mpu Tepanuu npenapatom Peib6a® cnegyer
yaensatb ocoboe BHUMaHWe nauueHTaMm, HaxoASLMMCS Ha HU3KOCONIEBOM AWeTe, TaK KaK KOJIMYECTBO HATPUS B MaKCMManbHOM CYyTOYHOM [O3e
npenapara MoxeT npesebiwatb 200 mr. 15 noayyalowmx aMULM3yMab nauMeHToB, KOTOPbIM NPeACTOWT HasHaueHHe npenapata Meiba®, Heobxoanmo
NPOBECTH OLUEHKY NOJb3bl U PUCKOB, M TakKWe MauMeHTbl AOJDKHbI HaXOAMTbCA MOA TLWATEeNbHbIM MEAMLMHCKMM KoHTponem. [penapatr ®eib6a®
COAEPXKUT U30reMarrIioTUHUHBI FPYnn KPoBu (aHTU-A 1 aHTh-B), noaToMy naccuBHas nepefada aHTUTEN K aHTUIreHaM SPUTPOLMTOB MOXKET BJIUSATb Ha
HEKOTOPbIE CEPOJIOrMUYECKME TECTbI HA aHTUTENA K 3pUTpoumrTam (Hanpumep, npoba Kymbea). B ciydae HeafekBaTHOro oTeeTa Ha sieueH1e npenapaTom
peKoMeHayeTCs MPOKOHTPOIMPOBaTb KOMMUECTBO TPOMOOLMTOB M, NpU HEOBXOAMMOCTHU, NPOBECTU KOoppekuuio. YCNOBUS OTNyCKa M3 anTek. [lo

peuenty.
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