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Pe3onoyusa Cosema 3xcnepmoB, NOCBAUEHHOr0 aKmyanbHbIM
BonpocaM Ha3HavyeHuda pakmopa ceepmbiBanua Kposu Vili
C NPONOHrUpoBaHHLIM NEpPuUoOoM nonysbiBeieHUA
(MHH - aghmopokmokor anbgha) nayuenmam ¢ remochunuet A

Jlasa wumuposanusi: Pezonoyus Cogema 5Kcnepmos, nocesaujeHHo20 aKkmyanbHbiM 60NpOCam HA3Ha4eHus paKkmopa ceepmuléanus Kposu
VIII ¢ npononeuposanusim nepuodom noaysvieedenus: (MHH — agpmopoxmokoe anvgpa) nayuenmam ¢ eemogpunueti A. Poccuiickuti scypnan
demckoil eemamonoeuu u oxonoeuu 2021;8(2).

Resolution of the Expert council on current issues of prescribing clotting factor VIII with prolonged half-life
(INN — Efmoroctocog alfa) in patients with hemophilia A

For citation: Resolution of the Expert council on current issues of prescribing clotting factor VIII with prolonged half-life
(INN — Efmoroctocog alfa) in patients with hemophilia A. Russian Journal of Pediatric Hematology and Oncology 2021;8(2).

B xo00e Cosema 3xcnepmos, komopowtii cocmosiaca 11 maa 2021 e., o6cyncoaruce kpumepuu Ha3HaA4eHUs
npenapama paxmopa ceepmuieanus kposu VIII (3¢pmopoxmoroe arvgha)
C NPOAOH2UPOBAHHBIM NEPUOOOM NOAYBbIEEOCHUA NAUUeHMAM ¢ cemouaueli A.

B coBemannu npuHsAIM yyactie 6 3KCrepToB:
e Hanexna MBanosHa 303yas — d.:m.H., 3agedyrouias omoenom koazyronamuii DI'BY « Hayuonanvhoiii MeOuyuHCKuil uccaedogament-
ckuil yenmp eemamonoeuu» Munsopasa Poccuu (Mockea);

e Tarbana AnapeeBHa AHIpeeBa — K.M.H., 3aeedyrouas lopodckum uenmpom no neuenuio 6oavHvix eemogpuaueii, CII6 I'BY3
«lopodckas noauxaunurxa No 37» (Cankm-Ilemepbype);

e Buktop IOpneBuu IlerpoB — O0.m.H., épau-cemamonoe I'bY3 «Mopososckas demckas 20podcKas KAUHUYECKAs OOAbHUUA
Jlenapmamenma 30pasooxparerus eopooa Mockewr> (Mockea);

e [TaBen Anekcanmposuy 2KapkoB — 0.m.x., 3a6edyrowuii omoesom namonoeuu cemocmasza OI'BY « Hayuonanvholii MeOuyuHcKuil
uccre008amenbeKull yeHmp 0emcKoll 2eMamonoeull, OHK0A0UU U UMMyHoaoeuu umenu JImumpus Poeayesa» Munzdpasa Poccuu (Mockea);

¢ Tarpsina IOpbeBHa IloasiHcKast — k. M.H., c.H.c. omdeaa eemogpunuu u opyeux koazyronamuil DI'BY « Hauuonanvrolii Meuyunckuii
uccaedosamenvckuil yeHmp eemamonoeuu» Munzopasa Poccuu (Mockea);

e Biaamuvup IOpbeBny 30peHKo — 0.m.H., npogeccop, pykogodumens omoena eemopuauu u opyeux Koaeysonamuii DI'BY «Hayuo-
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HANbHbIU MEOUUUHCK UL UCCAe008amenbcKuil yenmp eemamonoeuu» Munzopasa Poccuu (Mockea).

B xome 3OkcmepTHOro coBeTa OBIIM PACCMOTPEHBI
naHHbIe 3(P(PEKTUBHOCT M 0€30MaCHOCTU MTPUMEHEHUS
npernapara 3(PMOPOKTOKOT ajbda y MalyueHTOB ¢ TeMO-
dunmeii A.

DdpMopokToKor anba — peKOMOMHAHTHBIN (aKkTop
cBepthiBaHus KpoBU VIII ¢ mpoOHTMPOBaHHBIM TTepHO-
oM rtoryBeiBeneHus (rFVIIIFc), mponsBoaumerii ¢ momo-
IIBIO YEJIOBEYECKOM KIIETOUHOU JUHUU 0e3 moOaBiIeHUs
YeJT0BEYCCKUX M KMBOTHBIX OCJIIKOB B IPOIIECCE MPOU3-
BoacTBa. [Ipemapar BeIMycKaeTcsl B BUIe JuoduiamsaTa
IIJIST TIPUTOTOBJICHUST pacTBOpa IS BHYTPUBEHHOTO BBE-
nenus (250 ME, 500 ME, 1000 ME, 1500 ME, 2000 ME
1 3000 ME Bo ¢irakone) ¢ 3 M1 paCTBOPUTENISI B CTEKJISIH-
HOM TIpeBapUTEIbHO 3alI0JTHEHHOM Impuiie [1].

VYBenuueHue TIeprona IOJYBBIBEICHUS 3(GMOPOK-
ToKora ajbda B 1,5 pa3a 1o cpaBHEHMIO CO CTAHIapPTHBIMU
daxropamu VIII mporcxoguT mocpencTBOM CBSI3BIBAHUS
Fc-nomeHa npenapara ¢ HeoHaTtaJlbHbIM Fc-peuentopom,

YTO IO3BOJISIET M30eKaTh JIM30COMHOI Aerpamaly IyTeM
IMOBTOPHOIO BKJIIOUEHMSI HaHHBIX OEJIKOB B LIMPKYJISILIAIO
B IUIa3Me€ KPOBU. YBEJIMYEHHBI IEpUOJ IOJIyBbIBEACHUS
3(MOPOKTOKOra anbta ITO3BOJIIET CHU3UTH KOJMYECTBO
MHY3UIA TTPY TIPOBEAEHUH NPOGMIAKTUKY ¥ 99 % naimeH-
TOB, 11pu 3ToM Y 30 % GoJIbHBIX — 10 73 nHy3wuii B rox [1-3].

IIpu onenke 3(ppeKTUBHOCTU Tperapara 3(PMOPOK-
TOKOT aybda mpu MpopuIaKTUIECKOM JICUSHUU Y Tal-
€HTOB ¢ Tremoduaueir A ObUIO OTMEUYEHO yYMeHBIIeHNE
MeIMaHbl TOIOBOM YacTOThI BCeX KpOoBOTeUeHM 10 0—2,
a CIIOHTaHHBIX reMaptpo3oB — g0 0. [Ipu miuTeabHOM
HaOJIIOAEHUH HE 3apeTUCTPUPOBAHO Pa3BUTUSI MUHTUOUTO-
pOB Ha (hOHEe Teparnuu IpenapaToM 3(pMOPOKTOKOT ajibda
y paHee JICUEHHBIX MAlMEHTOB. Y paHee HeJeUYEeHHBIX
0OJIbHBIX 4YacTOTa Pa3BUTUSI MHITUMOMTOPOB B BBICOKOM
tuTpe cocTasuia 16,3 % [4—7].

Heo6xoamMmo OTMETUTD, UTO TIPU TPUMEHEHUN 3(PMO-
pokTOoKOra ajib®a, HEe3aBUCUMO OT peXUMa Teparuu,
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BO3MOXHO Ha3HauyeHue IpohMUIaKTUYECKON Tepanuu
3(MOPOKTOKOTOM ab(da paHee JICUeHHBIM IMallMeHTaM,
MOJIyYaBIIMM TEparuio JIIOOBIM KOHIEHTpaToM (PaKkTo-
pa cBepthiBaHusl KpoBu VIII, mpu Haauumum omHOro u3

IOJIy4aeMOro 10 Hadyajla MCCJICIOBaHUs, y MallM€HTOB
HabII0aa7I0Ch TTOCTOsIHHOE yaydineHue no Ilkane cocto-
sHuA cyctaBoB Ipu reModuauu (mHJHS). ITo cpaBHe-
HUIO C MCXOMHOM oleHKoi B ucciaegoBanun A-LONG

cpelHee yiydllleHHMe 4Yepe3 2 rojga B HCCISIOBAHUU
ASPIRE coctaBuio —4,1 (95 % noBepuUTeIbHBII UHTEP-
Bai (A1) —6,5; —1,8; p = 0,001) [4—6]. Takke oTMe4eHO
IMOBBIIIIEHKE KaYeCTBA XKU3HU IAllUEHTOB, OCOOEHHO TAKMX
€ro COCTaBJISIIONINX, KaK (hU3MYEeCKUI KOMIIOHEHT 310pO-
BbsI, CIIOPT M JIOCYT, a TAK3Ke o0lIee caMovyyBCTBUE [§].

Ha ocHoBaHMU 0OCYXIEHUSI BBIIIEIIEPEUNCISHHBIX
JaHHBIX ydyacTHUKU CoBeTa 9KCIEPTOB 3aKJIIOUYMIM, YTO

HIDKECICIYIOIINX KPUTEPUEB:

1. Heo6xonmMOoCTh CHUXKEHUS YaCTOTHI BBEIEHUSI TTpe-

napara IpHu IpoBeaeHUY ITPOPUIAKTUICCKOTO JTCUCHMUS.

2. HenocTtaTounast 3(p(heKTUBHOCTH ITIPOBOAUMOIM TTPO-

(UIaKTUYECKOM TepaluK: pa3BUTUE MOBTOPHBIX 3IIM30-
JI0OB KPOBOTEUYEHUI, IPOrPeCCUPOBAHUE apTPOIIATHUM.

3. Heo6x0auMOCTb MEHBILIETO 00beMa BBEICHMUS.
Pesomonus npuHaTa €AMHOTIACHO.
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