Conupuc — Soliris (3Kynusymab)

Mapokcu3manbHas HOYHaA reMornobnHypus. IMPHEKTUBHOCTL JIEKAPCTBEHHOIO
npenapata Connpuc nNoATBEpP)XAEHA TONbKO Yy naymeHToB C IMHI, y KOTOpbIX
paHee NpoBOANNANCE TPAHCHY3UM KPOBU UJIN €€ KOMMNOHEHTOB.

Bnapeneu perunctpaunmoHHoro ynocrtosepeHus: Alexion Pharma, GmbH
(LBenuapus)

MpoussepneHo: PATHEON ITALIA, S.p.A. (MWtanuna) wnn PATHEON
MANUFACTURING SERVICES, LLC (CLWWA)

Kon ATX: LO4AA25 (Eculizumab)

AKTMBHOE BewecTBO: 3Kyan3ymab (eculizumab) Rec.INN 3aperncrtpmpoBaHHoe
BO3

dopma BbINyCcKa, yNakoBKa M COCTaB npenaparta
Conunpuc®

KoHUeHTpaT ANnA NpUroTtoBJieHNUs pacTBopa AsAA UHPY3UHA NPO3PAYHBIN,
becuBeTHbIN.

1mMmn

3Kynn3ymab | 10 mr

BcriomoraTtesibHble BelyecTBa: HaTpua gurugpodocdarta moHorngpat — 0.46 mr,
HaTpua rnapodocdaTta rentarngpat — 1.78 mr, HaTpua xnopug — 8.77 wmr,
nonucopbat 80 — 0.22 mr, Boga a/v — 0o 1 mn.

30 M — h1aKOHbI CTEKNAHHbIE (1) — MaYku KapTOHHbIE.
KnuHuko-papmakonoruyeckas rpynna: ViMmyHogenpeccusHbln npenapaT

dapMaKo-TepaneBTUYecKasa rpynna: /iMmyHogenpeccnsHoe CpenCcTBo
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dapMakonoruyeckoe nenucTteme

JKynnsymab nopaBnseT TePMUHAJIbHYIO aKTUBHOCTb KOMMJEeMeHTa 4esloBeKa,
obnagas BbICOKOM ahPUHHOCTBLIO K ero C5-KOMNOHEHTY. Kak cnencrtsue,
NONHOCTbIO bnokupyetca pacwenneHne kKomnoHeHTa C5 Ha C5a n C5b u
obpa3oBaHMe TepMUHaANIbHOr0 KoMniaekca KkomnaemMeHTa C5b-9. Takum obpasom,
3KyM3yMab BOCCTaHaBAMBAET Peryssunio akTUBHOCTU KOMMJIEMEHTa B KPOBM U
npefoTBpallaeT BHYTPUCOCYANCTbIN remonns y 60/bHbIX — NapoOKCU3MasibHOW
HoYHOM remornobuHypuen (MHIN). C opyron CTOPOHbLI, AePULNT TEPMUHAJILHOTO
KOMMAeMeHTa COMPOBOXXAAETCH MOBbILLEHHON YaCTOTOM Pa3BUTUA UHMEKL NN
NHKaNCYIMPOBAHHbLIMU MUKPOOPraHu3MaMu, rnaBHbiM 0b6pa3om, MEHUHIOKOKKOBOW
nHpekunn. Mpn 3TOM 3KynNn3ymab noppepxumBaeT copepxaHue pPaHHUX
NPOOYKTOB aKTMBaUWW KOMMAeMeHTa, HeobxoAuMbIX ON4 OMNCOHM3aLMK
MWKPOOPraHM3MOB N BblBEAEHUSA MMMYHHbIX KOMMIEKCOB.

HasHayeHue 60sbHbIM mpenapaTa Conmpuc® COMpPOBOXAAETCH ObICTPLIM U
CTabWNbHBIM CHUXEHWEM TEPMUHANIbHON AKTUBHOCTW KOMMAeMeHTa. Y
6onbwmnHcTBa 60sbHBLIX MHI KOHUEHTpaumnsa sakynnsymaba B njasme KpPoBu
nopsaka 35 MKr/mMn pgoctaTodHa ANA MNOJNHOro WHrubmposaHMA
BHYTPUCOCYANCTOr0 remMonmsa, NHOYLMPOBAHHOIO TEPMUHAIbHOW aKTUBauuen
KOMMeMeHTa.

Pe3ynbTaTbl 3KCNEPUMEHTaNbHbIX WCCNENO0BAHUNA HE MOKa3aJn Hannyus
NepeKpecTHON pPeakTUBHOCTM, a TakXe MNPU3HAKOB PenpoayKTUBHON
TOKCUYHOCTU. T€HOTOKCUYHOCTb 3KYyNn3ymaba, ero KaHLUEepPOreHHbIN NOTEHLMAN U
BANSIHNE Ha PEePTUNBHOCTb Y XMUBOTHbIX HE U3YYaJIUCh.

dhdheKTUBHOCTL M BesonacHocTb npenapaTa Coanpuc® y 6onbHbIX MHI 1
NpU3HakaMy remMosim3a ouLeHWBaNM B Xode ABOWMHOro cnenoro, nnauebo-
KOHTpOAMpyemoro 26-HefesibHoro nccnenosanms (Triumph, 87 naumeHToB), 52-
HeLeNbHOro0 OTKPbLITOr0O HepaHAOMU3MPOBAHHOIO nccnenosaHnsa (Sheperd, 97
NauMeHTOB), @ Tak)XXe OTKPbLITOr0 paclUMPEHHOro nccnenoBaHuns, B KOTopoe obiau
BKJIIOYEHbI MauUWeHTbl M3 NepBbIX OABYX MccnenoBaHum nm 11 nauneHToB n3
nccnefoBaHusa 2-om gasbl.

Y nauneHToB, nonyyaswux npenapaT Conmpuc®, oTMeYeHo CyllecTBeHHOoe
cTabunbHoe cHuMXeHne (Ha 86%, p<0.001) BHYTpPUCOCYAUCTOro remosmsa,



oueHuBaeMmoro no aktmeHocTu JIAIM (JIAl). Kak cnepncteme, yMeHblIanach
BbIPAa)KEHHOCTb aHEMUW, YTO NOATBEPXKAANOCh CTabunusaumen cogepxaHus
remornobnHa n CHUXeHnem noTpebHOCTN B remoTpaHcdy3unax. MauneHTol
OTMeYasn YyMeHbllueHne cnabocTn 1 nosbllLeHNE KavyecTBa XM3HU. Habnoganock
YMEHbLUEHNE YacTOTbl TPOMBOIMOOSINYECKNX OCIOMKHEHUN.

PapMaKOKUHETHUKaA

MeTabosimim

Yenoseyeckne aHTUTENa NOA OENCTBUEM IN30COMAJIbHbIX q)epMeHTOB B KJ1IETKaX
peTI/IKyJ'I03H,£I,OTeJ'II/IaJ'IbHOI7I CNCTEMbI paclenyadaTcda oo HeboNbLINX NEeNTUA0B U
AdMNHOKWNCOT.

BbiBe feHue

He npoBoauioCch cneunasbHbiX UCCNef0BaHUN A1 OLEeHKW NyTen BbiBeAeHUs
3kynn3symaba. N3 3a bonbwon monekynspHonm maccol (148 k) akynusymab He
3KCKPETUPYETCH B HEU3MEHEHHOM BuAe C MoYon. CpeHUI KJIMPEHC coCcTaBaseT
0.31+0.12 mn/y/kr, cpegHum V, - 110.3+17.9 mn/kr, a cpegHun T,, - 11.3+3.4

oHen. icxoas M3 3TUX OaHHbIX, PaBHOBECHOE COCTOSHME O0CTUraeTcsa 4vyepes
49-56 gHen.

dapMakognHaMM4eckas akTMBHOCTb 3Kynusymaba npsmMo nponopumvoHasibHO
3aBuUCena 0T ero KoOHUeHTpauun B naasme. Mpn nogaepXaHnm KOHLEHTpaLUnm
3Kynmn3ymaba B nnasme Kposu =35 MKr/mn y 6onblimHCTBa 60/bHBIX OTMeYanach
NpakTu4yeckn nosiHaa 6nokaga reMonnMTUYeckom akTUBHOCTM.

3aBUCMMOCTb (PapMakoKUHETVKY npenapaTta Connpuc® oT nona, Bo3pacTa, pachl,
(PYHKLMOHANBLHON aKTUBHOCTW NEYEHN NN MOYEK HE M3yYanach.

NMoka3sauusa npenapata Conupuc®

Mapokcm3manbHas HOYHas remornobunHypus.

D(P(PeKTMBHOCTL JiIeKapCTBEHHOro npenapata Conmpuc nogTeep)XaeHa TOJIbKO Y
nayneHToB C [MHI, y KOTOpbIX paHee NPOBOANINCL TPaHCHY3NM KPOBU NN ee
KOMMOHEHTOB.



