MOAII TA KOMEHTAPI

HedakTopHas 3amecTuTeNbHaa Tepanus
remModunnu: nporpecc yxe ceroaHs

8 oktsabpsa 2018 r. B Knese cocToanace Mpecc-koHGEepeHLns 06LWEeCTBEHHOM OpraHn3aunmn «ACCoOLMAaLmna reMaTosioros
YkpauvHbl» Ha TeMy «MOXHO i XuTh ¢ reMogunneii Tak, Kak BCeM?», 0CBeLLaBLLas BOMPOCH! COCTOSHUS METoA0B Ana-
FHOCTUKM, NIEYEHUS 1 peabunnuTauyunn NaLmeHToB ¢ remounneid 8 YkpanHe.

Y4aCTHUKM Npecc-KOHGEPEHLMM OTMETUIN, YTO B HACTOSALLIEE BPEMS
Havboree TpyLHOMNPeoaoIMMbLIM OCJIOKHEHUEM Tepanumn reMobunum
ABNsieTCA BLIPaboTka annoreHHbIx aHtuten npotus FVII unu FIX — aene-
H1e, OTMeYaeMoe NPUBN3NTENLHO Y TPETU BoNbHLIX C reModunueit A.
Hanunume MHrbuTopoB aenaeT 3aMecTUTESNBHYIO TEPanuio HEAOCTATOYHO
Wn BoBCE HeaPDEKTUBHOM, N3-3a YEro PUCK YXYALIEHUS] COCTOSIHUS
1 CMEPTU NALMEHTOB BO3PACTAET A0 HENPUEMITIEMBIX INMOKa3aTenei. 3To
opHa u3 Hanbonee akTyasbHbIX NPoBeM, C KOTOPOW CTaJIKMBAIOTCS Cre-
LWanCThl, 3aHUMAIOLLMECS! JIe4eHneM remodunum. NMoMrMo cBepxBbi-
COKMX 103 (PaKTOPOB CBEPTLIBAHMSA U NMpenapaToB 06X04HOro NyTH,
NMPUMEHSIEMBIX 151 JIEHEHWS] MN NPOMUIIAKTUKN KPOBOTEHEHWIA Y MaLm-
€HTOB C UHIMOWTOPHOW (popmoi remodunum, Bce GonbLLMiA MHTEPEC
BbI3bIBAET HOBbIA KNACC NIEKapCTBEHHbIX cpeacTs (JIC), aeicTeue KoTopbix
OCHOBAaHO Ha crnocoBHOCTU NOBbLILLATE aKTUBHOCTb CBepTbIBaHUA KPOBU
NMocpeaCTBOM 3aMeLLieHns YHKUMM HenocTaloLLmx ¢akTopoB. [NepBbiM
npeacTaBuTENEM STOMO KNAacca Npenaparos CTan 3MULmM3ymab, o3Hame-
HOBABLLIWIA HOBYIO 3pY B JIeHeHUn Npu remobunnm A.

MepBblid cpeau nepebix

Omurumaymab (ACE910) siBnsietcs xuMepHbIM Gucneumduyeckum
r'YMaHW3MPOBaHHbLIM aHTUTENIOM, HanpaBneHHbIM Ha FiXa n FX, kotopoe
nMUTHPYeT KodakTopHyto dyHkumio FVIIl. 31o aHTUTENO CBSI3bIBAETCSA
opHUM yyacTkom ¢ pepmenToM FIXa, apyrim — ¢ FX, paameluas nx npo-
CTPaHCTBEHHO B Hanboriee NoaxoAsLLEeM MoIoOKEHUN U Takum 06pa3om
CTUMYNINPYA akTuBaumio FIXa u katanmamposaHHoro FX, a Takke o6paso-
BaHue TeHasbl. OaHaKo, HECMOTPSA Ha CyLLIECTBOBaHME Takoro MExaHV3Mma,
HeoOxoaMMo NoaYepKHyTh, 4To FVIII 1 aMuupmaymab 3HaUUTENLHO OT/K-
YaloTes Apyr ot Apyra rno aprHHOCTH, PerynsLmm, Tornonorm 1 cnoco6-
HOCTW CTUMYJIMPOBATL aKTMBHOCTL FIXa. ke B npoLecce aKCnepyMeHToB
Ha ripumMaTax ACE910 noareepawi noTeHUMan B NnpeaoTBpaLLeHn Kpo-
BOTEYEHMI Npu reModunum. Ex vivo yCTaHOBNIEHO, 4TO SMULIM3YMab co-
KpaLlan akTMBMPOBaHHOE NapumansHoe TPOMOOoMIaCcTUHOBOE BPeEMS
1 MOBbILIA NMUKOBLIE 3HA4YEHMSA BLIPABOTKM TPOMOUHA B 33BMCMMOCTU
OT A03bl. Kakmx-nbo cepbeaHbix No604HbIX 3DPEKTOB HE BbISIBNIEHO.

Hapexpabl onpasoanvcb M BXOAE OTKPLITOro HEPaHAOMU3MPOBAHHO-
ro UCCNneaoBaHusa C MOBbILLEHWEM A03bl ¢asbl |, peaynbTaTbl KOTOPOro
ony6nukoBaHbl B 2016 . B xoae panbHeLumnx HabnioaeHwin ycTaHoBNEH
npocdunb 6e30nacHOCTH 3MULM3yMaba: COoBLLEHMS O Cryyasx TPOMOo-
3amBonMKM OTCYTCTBOBANM MOMIHOCTLIO, TAKKE B XOAE UCCNEeA0BaHUS
B KPOBM Y4aCTHUKOB HE BbISIBJIEHO HEMTPAIM3YIOLLMX aHTUTEN NPOTUB
amMmumaymaba.

[Hanee 6611 ony6nmkoBaHbl Pe3ynbTaThl OTKPLITOr0 MHOMOLIEHTPO-
BOro paHgomuavposaHHoro uccnegosanus |l paasl HAVEN 1, B kOTOPOM
npyHMMann ysactve 109 B3poChbix NaUMEHTOB C UHIMBUTOPHOM popMoit
reModunum A. B xoge 3Toro uccneaoBaHuvs ornpeaeneH nokasarens Ya-
CTOThI AMM300B KPOBOTEYEHUM B nNepecyeTe Ha rog, — 2,9 cnyyast (95%
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N 1,7-5,0)y naumeHToB, paHLOMMU3VPOBaHHbIX B rpyniny Npodunakrmkm
amuumaymabom. B KOHTPONLHOM rpynne, He nosydaBLueli kakoro-nméo
nNpoduNaKTMHECKOro Jie4eHus, aTOT nokasaTtenb coctaBun 23,3 cryyas
(95% [N 12,3-43,9), 4to cooTBeTCTBYET 87% HOCTOBEPHOM pasHuLe
B MONb3Y SMULI3ymaba.

Mp1 NepBOM aHaNM3e YacTOTLl COBLITUIN YCTAHOBNEHO, YTO NPOdU-
NaKTMKa ¢ NOMOLLBIO aMULM3yMaba NpuBOaVNAa K YMEHBLLEHUIO YMcna
KpPOBOTEYEHUIH, TpeBGoBaBLLMX MEAULMHCKON NOMOLLM, HA 79% Mo cpaB-
HeHuio ¢ npodunakTukoid npenapatamm obxoaHoro nyTtu. Mo6oyHoe
LelicTBME aMUUmM3yMaba NposiBASIOCE TPOMBOTUHECKOI MMKPOAHrmona-
Vel y 3 nauMeHTOB U APYrMM COBLITUSIMUA TPOMBOTUHECKOTO XapakTepa
Y 2 y4aCTHVKOB UCCJIE00BaHNS, YTO CBSA3AHO C KYMY/ISITUBHOM 10301 aKTu-
BMPOBaHHOIO KOHLLeHTpaTa npoTpoMbuHoBoro komnnekca (akrnk)
>100 E/kr/24 4, TpeboBaBLuelics anst Ie4eHus Npy 3Ha4UTENbHBIX KPOBO-
TedeHusix. B cryyae MoHoTepanv SMMLM3ymMatoM M KOMGUHUPOBaHHOM
Teparmammumaymat + peKoMOUHaHTHBIA aKkTBMPOBaHHI FVIl no6o4HbIe
addekTbl, KPOME OXMIAEMBIX Y XOPOLLIO M3Y4eHHbIX PaHEeE, OTCYTCTBOBA-
1IN NOMHOCTLIO. YBennueHue umcna TpomboTtryeckunx cobbimuii 06bACHA-
€TCS1 TEM, YTO aKTUBHOCTbL B1creLmbrieckoro aHTuTena 3aBUCHT raBHbIM
o6pa3om oTkonnyecTsa npoayumpyemoro FiXa (aKMKFIXa). Jns cHuokeHus
pucKa pasBuUTHA TPOMOOTUHECKUX CODLITUIA NPON3BOAUTESIL NPEACTaBUI
PEKOMEHOALMMN OTHOCUTESTBHO NPUMEHEHWS KOMOUHaLMK SMUMLIM3yMab +
aKIK. B peaynbtate TpoMBOTUYECKUE SIBREHUS B NMOAABNSIOLLEM 60Jb-
LUMHCTBE CJly4aeB paspeLuainch 6e3 CyLeCTBEHHbIX NMOCNeacTBUn anist
naumeHTa. B xoge 6a30Boro kivHuyeckoro nceneposadus lll ¢asbl
HAVEN 2 (20 y4acTHMKOB B Bo3pacTe 2—12 net ¢ MHrmBUTopHOI popmoit
remocunum A) nomyHeHb NPOMEXYTOHHbIE PE3YIIETaTHI: Y 87% y4aCTHUKOB,
nony4aBLMX NPodUNaKTMKy SMULM3yMabom, SnM3oabl KPOBOTEYEHWIA,
TpebyioLLwmx PaKTOPHOA TepanMu, MONHOCTLIO OTCYTCTBOBAIN.

B xone aHann3a 4acToTbl COBbITUIA BbISIBIEHO, YTO Y OZIHOMO M TOrO Xe
naumeHTa npodunakrika ¢ noMoLLslo aMuumaymaba obecneumsana
YMeHbLLEHWe YACNa arM3oa0B KPOBOTEHeHUs, TpeboBaBLUIMX MEAULMH-
CKOro BMeLLaTenbeTBa, Ha 99% no cpaBHEHMIO C NpeaLIecTBYIOLEi
CTaHOApTHO Tepanuel pakTopamu CBEPTLIBAHMS, BKIIOYasi Npenapars
06xoaHoro nyTv. Takoe CHWxeHne Habnoaanock 1 B rpynnax npeauue-
CTBYIOLLErO NPOdUNAKTUHECKOTO JIEHEHUS, U B FPynnax, NPMHUMAIo-
LMX Tepanuio no TpebosaHuto Ao BkodeHnst B HAVEN 2. 3tu pesyribTa-
Thl NOATBEPXAEHbI BXOAE O6HOBIEHHOrO aHaUIM3a AaHHBIX. He BhISBNEHO
DOMOJTHUTENBHBIX HEraTUBHbIX AAHHBIX M0 6830MacHOCTH.

CTaTYC NPUHUKMNWANBHO HOBOTO JC

B Hosi6pe 2017 r. ammumaymab 661 oa06peH FDA nog Toproebim
HammeHoBaHuem emnubpa (Hemlibra) ans npyuMeHeHMs Mpu HMoeuTop-
HOi dopme remodunum A. AMEPUKAHCKUIA PErynsitop NpuaHan HOBbI
npenapar kak Tepanuio npopbiea: noteHuman a1oro JIC, 0CHOBAHHbI
Ha ummTaumm dyHkumm FVIIL a He Ha ero saMeLLeHnm, noa3sonsieT addek-
TUBHO NpeaynpexaaTb KPOBOTEYEHNS Y BCEX NMALIMEHTOB C 3TON hopMoi
remodunum. B oktabpe 2018 r. Nlemnnbpa opobpena FDA ans npodum-
NaKTU4EeCKOro fieveHust reModunmm Ay HeMHr MGUTOPHBIX NaLEHTOB.

OMuumaymab cTuMynmpyeT BblpaboTky TPOMOMHA HE3ABUCUMO
ot crenexn geduumra pakropa Vill. SMuupmaymab MMeeT NnpoaomKUTENb-
Hbl NEPUOA, NONYBLIBEAEHMS], HTO MO3BONSIET YBENNYATL MHTEPBAIbI
Mexay BBeAeHnem npenapara ot 1 pasa B Hegenio o 1 pasa B MecsiL,.
[MoakoxHOE BBEAEHWE AONONHUTESBHO MOBLILLIAET KOMIMIZBHC U KAHECTBO
XM13HM naumeHToB. B EC 1 YkpavHe amuumaymMab paspelueH K ripu-
MEHEHMWIO Y NALMEHTOB ¢ UHTMBUTOPHOK PpopMoii remodunum A.
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