5 PEAADHOCTD
MNOD, KOTOPbI BCEINO AMLLIb MNOD
O yeM roeopaT daKTbl

IMNLINIYMAD B e

. MCCACAOBaAHUN, B TOM YUCAe B Poccuun’
MaAOUNIYHEHHDbIUN TMpernapart

4 ropa ycnewHoro npuMeHeHns
B MUPOBOW NpaKTuke 2

7200 nauvenToB B 95 cTpaHax?

CaMOMy MaAeHbKOMY MaLUMUeHTy Ha cTapTe
Tepanum 6bIAO Bcero £ Mecsua 3, caMoMy

ctapwemy — 27 Aet?

B Poccum 50 naumenTor B pamkax
KAMHUUYECKUX UCCACAOBaHUI S n yoke 36
NaUUEeHT B PeaAbHOM KAMHUYECKOM NpaKTuKe ©

IMULIM3YMAB, HECMOTpPSA Ha CBOM
«IOHbIX BO3pPacT», VXKe ONbITHbIA
npodeccMoHaA B AedeHuUM reModOuAum A.

CCbIAKN:

www.clinicaltrials.gov.

www.emicizumab.info. AaHHbie Ha 30 uoHAa 2020 r-

Barg AA, Avishai E, Budnik | et al. Emicizumab prophylaxis among infants and toddlers with severe
e . hemophilia A and inhibitors — a single-center cohort // Pediatr Blood Cancer. 2019; e27886.
— - Emicizumab Trial Haven 3, https://www.nejm.org,/doi/full/10.1056/NEJMoalB03550.
MocyAapCcTBEHHDLIM peecTp AeKapcTBeHHblx cpeacTs, https://gris.rosminzdrav.ru. Aoctyn: 11.12.2019.
https://zakupki.gov.ru/epz/main/public/home.html. AauHbie Ha 28.10.2020 .




MUD, KOTOPbIU BCEMO AULLIb MUD

SIMULIMSYMAD

O4YeHb AOPOrou npenaparT

PEAADHOCTD

Mbl NMPUBbLIKAU, HTO MHHOBALMUA HEe MOXKeT
ObiTb MO AOCTYMNHOM LieHe, YTO 3TO NMPOCTO
HEeBO3MOXXHO.

BCE BO3MOXXHO! cpagHure

CTOMMOCTb Tepanuu B nporpamme B3H.

Bo3MOXXHaA CTOUMMOCTb NPOPUAAKTUKA
3a KBapTaA (6e3z HAC)* Ha npuMepe
naumMeHTa C UHFM6UTOPHOU POPMOU
reMmopPuAnn A BeCoM 30 «r:

3SMULIU3YMAB
0,9 MAH pYVo6.

3NTAKOI' AAb®A
2,8 MAH pYo6.

AUKK
2,5 MAH. pYo.

*AO3UPOBKU U PEXXUM NPODUAAKTUKMA:
SANTAKOIr AAb®A — 90 MKI/KIr eXXeAHEeBHO

AUKK — 50 EA/kr 3 pa3sa B HEAEAKD
IMULLM3YMAB — 3 Mr/kr 1 pas B 2 HepeAun

CChiAKNI:
CrouMMocTb 1 MKr anTakor aabda v 1 EA AMKK paccuyMTaHbl COrAacHO AaHHbIM eAMHON
MHDOPMaALMOHHOW CUCTEeMBl B chepe 3akynok 3a 2019 roa:
https://zakupki.gov.ru/epz/main/public/home.html.
CrouMocCTe 1 Mr Nnpenaparta 3MUUM3yMab COranacHoO 3asBAEHHOW oxxuaaemon B XQKHBANN = 1599,05
py6. (6ez HAC): https://www.roche.ru/ru/media/novosti/news-2019-10-29-emicizumab-price.html.
AO3bl U peXXuM NPOOHUAAKTHMKK BblDpaHbl COrAaGCcHO KAMHUMECKMUM PeKOMeHAILUMAM No AeMeHMIO
reModOUAMK: DYBDUMKATOD KAMHMYECKMX pekomMeHaauun, http://cr.rosminzdrav.ru/#!/schema/104.
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PEAADHOCTD

MUND, KOTOPDbIN BCEINO AULLIb MUD «HE TAK CTPALLEH YEPT,

3 M M , M 3y M A E KAK EFO MAAIOIOT»

Bbl3biBaeT OOAbLLE TPOMBOTUYECKUX
ABAEHUI, YEM APYrVe npenapaTbl

OTkpbiTaga ctatuctuka CLLUA v KaHaAbl
TpoMboTUYecknx asaeHum 3a 2018-2020 rr':

LB B TpoMb6o03 TMA
NMpenapaTtbl FVIII 19 0
JnTakor aAbda 10 S
AUKK 19 3
IMUMLM3YMAO 1 1

TpoMboTUuyeckue sBAeHUA Ha PoHe
aMULUn3yMmaba 6bIAU 3apermMcTpupoBaHbl y
MeHee 0,4% nauneHToB 2.

IMULMN3YyMab obAaapaeT BAAronpuUATHbLIM
NMpoPUAEM 6e30MacHOCTU, MOATBEPXKAEHHbBIM
Ha NpakTuke >4

CCbhIAKM:

1 AaHHble FAERS, nepuoa 2018—2020 (Ha 26.05.2020), https://fis.fda.gov/.

2 www.Emicizumabinfo.com

5 MeTtpoe B.KO. MOMXHO AM KADAWMHAABHO U3MEHUTL XU3HbL AeTel ¢ remoduamen A? OnelT
Mopo3oBcKOW BOABHWUBI
https:/med.studio/material/video/mozno-li-kardinalno-izmenit-zizn-detej-s-gemofiliej-a-opyt-mor
ozovskoj-bolnicy-4

4 Barg AA, Avishal E, Budnik | et al. Emicizumab prophylaxis among infants and toddiers with severe
hemophilia A and inhibitors — a single-center cohort // Pediatr Blood Cancer. 2019; e27886.

) 1 ;-"'__. i il L S :.,'-_! T "!_' b.2UZ0 T



MUD, KOTOPbIU BCEMO AULLIb MUD

SIMULIMSYMAD

HEe BXOAUT B KAUMHUYECKME peKoOMeHAaU N

7

PEAADHOCTD

C 2017 ropa smmumsymab BHeceH

B KAMHUYECKNE PEKOMEHAALMU MO ACUEHUIO
reModUAMN BO MHOIMMX CTPaHax, OAHUMM

M3 NepBbiX 6bIAU aMepPUKaHCKNe

pekomeHaaunmu MASAC .

B 2018 roAy aMuLUn3symab b6biA BKAKOYEH

B HAUMOHaAAbHbIE POCCUUCKUE KAMHMYECKHE
PEKOMEHAALIMM NO AMArHOCTUKE U ACYEHMIO
reMopmAun°.

B 2019 roay pewueHnem komuccun M3 PO
3MULIN3YMAb PEKOMEHAOBAH K BKAIOUEHUIO
B rocyAapCcTBeHHylo nporpammy 14
BbICOKO3aTpPaTHbIX HO30OAOIMNMM °.

CChblAKMN:
MASAC, https:/www.hemophilia.org/.
Py6pHMKaTOp KAMHMYECKWUX DeKoMeHAauuin, http://cr.rosminzdrav.ru/#!/schema/104.
O BKAKOYEHWMKW HOBBIX NpenapaToB B nporpamMmy 14 B3H,
https:/www.rosminzdrav.ru/news/2019/11/07/12767-v-minzdrave-rossii-proshlo-pervoe-zaseda
nie-komissil-po-formirovaniyu-perechney-lekarstvennyh-preparatov-na-2021-goaq.




MUD, KOTOPbIU BCEMO AULLIb MUD

SIMULIMSYMAD

MOKAa3aH TOAbKO AAA MHITMOUTOPHOUM reMOPUANU

WHIVBW TOF'HbIE HEWMHI MIBUTOPHBIE
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OTKPI:!TO

PEAADHOCTD
B Poccuu dQMULN3YMADB

3apermcCTtpmpoBaH Mo ABYyM NOKa3aHUAM.

* B OKTAb6pe 2018 ropa B kauecTBe
PYTUHHOU NMPOPUAAKTUKU AASA
npeAOTBpaLLEeHUA UAU CHUXKEHUS

4aCTOTbl KPOBOTEYEHUN Y NALMEHTOB
c remoduamein A* C UHFMOUTOPAMM

dakTopa VIl

» B ackabpe 2019 roaa ara npoduraakTUkm
TsHOxeAon dopmbl reMmopuamnm A* (FVIII <1%)

6e3 uHrmourtoposB dakrtopa Vil

*HacaeacTBeHHbIN poeduunT pakTopa Vil

CChIAKMK:
MHCTPYKLKWA MO MEAWMLIMHCKOMY NPUMeHeHWI0 Npenaparta aM1MumnM3ymMab, 2018 PY 005110-151018

https://grls.rosminzdrav.ru



PEAADHOCTD
BE3 SMULIU3SYMABA:

- YacTble B/B UHbeKLUUMN'

MUD, KOTOPbIU BCEMO AULLIb MUD

SIMULIMSYMAD

KaPANHAAbHO HUYETI O HeE MSMEHNUT

- «KU3Hb Y XOAOAUABHUKA» 47

- XpoHunyeckas 60Ab n orpaHM4YeHHas
NOABUXXHOCTDb °

C SOMULUM3YMABOM:

+ PeapKue NoAKOXXHbIe UHbeKLuu °
+ HaaeXXHad npodPumuAaKTUKA KPpOBOTEYEHUN +4

+ CB060OAA ABUXKEHUM
N aKTUBHbIXN 06pa3 >XU3HK %+

CCBIAKM:

MHCTRPYKUMK NO MEAWMLIMHCKOMY NMpMMeHeHMI0 npenapartoB daxktopa Vi, AMKK, anTakor aAbda

(aKTHBUPOBaHHbIN): https://arls.rosminzdrav.ru.

G. Young et al. A multicenter, open-label, phase 3 study of emicizumab prophylaxis in children with

hemophilia A with inhibitors // Blood, 2019.

Oldenburg J, et al. N Engl J Med 2017.

Mahlangu J, et al. New Engl J Med 2018;379:811-22.

Bopobbes lN.A., KpacHoea A.C., Bopobeee A.ll., 3nikoea A.B., Xyaés HO.A., 303yaa H.N.

IANHMAEMHOADIMA, SKOHOMMKD M KadecTBO XU3HW BoAbHbIX remoduanen B Poccuu B 2007-2017 rr.:

pe3yAbTaTbl NPUMMEHeHWA CTaHAaPTU3auMKM B TepanuK // NMpobaeMbl cTaHAaPTHU3aLWMM B

3ApaBooxpaHeHuu, 2018, N29-10, DOlL.org/10.26347/1607-2502201809-10026-034.

= MHCTRPYKUKMA NO MEAMUMHCKOMY NPUMMEHEHWIO NpenapaTta aMmuumnaymab, 2018 PY 005110-151018
https://grls.rosminzdrav.ru.

7 https:/news.tut.by/culture/639752.html.
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MUD, KOTOPbIU BCEMO AULLIb MUD

SMULIMSYMAD

npenapaT TOAbKO C OAHUM OYEBUAHDBIM
NPenMyLLIEeCTBOM — MOAKOXXHAaA dopMa

PEAADHOCTD

[AnaBHoOe pocTomHcTBO SMULIM3YMABA —
HaAEXXHAaA 3allmMTa OT KPpOBOTEYEeHUM

3a CUEeT AAUTEABHOI O nepmoAaa
MOAYBbIBEAEHUA U CTAOUABHOM
koHueHTpauumn OT BBEAEHUA AO
BBEAEHUS BE3 NMUMKOB U NAAEHUN'

[lepuoa NOAYBbIBEAEHUSA:

DOAKTOPDI CBEPTbIBAHUA KPOBU VI
B cpeaHeM oT D a0 20 uacos?

3MULIM3YMAB > 645 uacos (~ 27 aHen) 3

[MoaoKO>XHaA dopMa — AULLb BOHYC
kK HAAEDXXHOU NPO®UAAKTUKE
KPOBOTEYEHUMN.

CChIAKM:

] S.W. Pipe et al. Efficacy, safety, and pharmacokinetics of emicizumab prophylaxis given every
4 weeks in people with haemophilia A (HAVEN 4): a multicentre, open-label, non-randomised
phase 3 study // Lancet Haematol 2019; 6: e295-305.

2 MHCTPYKUMK NO MEAWLUMHCKOMY NPUMEHEHMIO AeKapCTEEHHBIX NnpenapaTtoe dakTopoe VI
https://grls.rosminzdrav.ru

3 MHCTPpYKUMA NO MEAUMLUMHCKOMY NpUMeHeHWo npenaparta amuunaymab, 2018 PY 005110-151018
https://grils.rosminzdrav.ru
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MUD, KOTOPbIU BCEMO AULLIb MUD

AOCTATOHHO

nopaep>kmBaTb @akTop VIl Ha ypoBHe He HKe 1%

PEAADHOCTD

B 1965 roay LuBeackue yueHble
NPEeANOAOXKUAU, UTO NopAepP>KaHue FVIII
Ha YPOBHE HEe HUXe 1% aAocTaTouHO AAS
CHMKEeHUA YNCAQ KPOBOTEeYEeHUn .

CoBpeMeHHbIe UCCAeAOBaHUA NMOKAa3aAWU,
UTO nopAep>XaHue aktuBHoctTu FVII He
Hwke 12=15% nossoAnT MUHUMU3NPOBaTL
KOAUYECTBO CMOHTAHHbIX U CYCTaBHbIX
KPOBOTEYEHUU 2.

IMULLNBYMADB rossreprkuBaeT

reMoCTaTU4YeCcKum noTeHLMaA Ha YPOBHe,
COOTBEeTCTBYKOLWEeM akTuBHoctTu FVIII ~
14,6%, ut0 06ecneunBaeT HapeXHYIO
3aLLUTY OT KPOBOTEYEHUMN °.

CChIAKM:

] Ahlberg A. Haemophilia in Sweden. VIIi. Incidence, treatment and prophylaxis of arthropathy
and other musculo-skeletal manifestations of haemophilia A and B. Acta Orthop Scand Suppl.
1965;(Suppl 77):3-132;

2 V. Jiménez-Yuste et al. Achieving and maintaining an optimal trough level for prophylaxis in
haemophilia: the past, the present and the future // Blood Transfusion 2014 Jul; 12(3): 314-319;

3 T. Kitazawa et al. Factor Villa-mimetic cofactor activity of a bispecific antibody to factors
IX/1Xa and X/Xa, emicizumab, depends on its ability to bridge the antigens // Thromb
Haemost 2017; 117(07): 1348-1357.



5 PEAADHOCTD
MUD, KOTOPbIN BCEINO AMLLIb MUD
CpaBHUM rOAOBYIO HAaCTOTY KPOBOTEYEHUN

KPOBOTEUEHUU HET [MSSiieatshtvatihiioy e

Ha MPOPUAAKTUKE PaKTOPaAMU NPObUAAKTHKE:

TAXKEAASA A BE3 UHTMBMUTOPA''
Ha F VIl ~ 4,3; Ha aMMLM3yMabe ~ 1,5

MHIFIMBMUTOPHASA INA -
Ha MWA ~ 19,7; Ha amnynsymabe ~ 3,3

H HH E - R e LLEAb MPO®UAAKTUKMN — cTpeMUTbCH
i HH o~ B CHU3UTb KOAUYECTBO CMOHTAHHbBIX
kpoBoTeueHut ao O3

IMULLMNBYMAB MakCUMMaAbHO NMPpUBAMKaeT
MALUMNEHTOB K LIeAU NMOAHOIo OTCYTCTBUSA
KpoBoTeyeHun "2 4

MLA — npenapaTthl WyHTURYOLWero aencrens (AMKK, antakor aAeda)

CCBIAKMK:

1 Mahlangu J, et al. New Engl J Med 2018:379:811-22

2 Oldenburg J, et al. N Engl J Med 2017

3 M. Bertamino et al. Hemophilia Care in the Pediatric Age // J. Clin. Med. 2017, 6, 54.

4 Young et al. A multicenter, open-label, phase 3 study of emicizumab prophylaxis in children

with hemophilia A with inhibitors // Blood, 2019




