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Lisenyapckasn hapMmaLeBTU4ecKasa KomnaHus co wrab-kesapTupon B basene onybnmkosana
JaHHble BTOPOM 4YaCTu KJInHn4eckoro nccneposaHusa FIREFISH, B KoTopom oueHnBaeTCs
BO3JeNCTBME NpenapaTa pucamniam Ha MiaageHues B Bo3pacTe 1-7 Mmecsues Co
CrMHaNbHON MblweYyHown aTpoduen (CMA) 1-ro Tuna.

|

La société pharmaceutique suisse basée a Bale a publié les données de la deuxieme partie
de I'étude clinique FIREFISH, qui évalue I'utilisation de risdiplam chez les nourrissons bébés


https://nashagazeta.ch
https://nashagazeta.ch/cities/bazel

de 1 a 7 mois atteints d'amyotrophie spinale de type 1.
Roche confirme I'efficacité de risdiplam

CnuHanbHasa MbilwevyHasa aTpodpua (CMA) — peakoe TsKenoe HacieacTBEHHOE HEPBHO-
MbllWe4yHoe 3aboneBaHne, KOTOpPOoeE Bbi3biBAET aTPOPUIO MbILLLL U CBA3AHHbIE C HEN
0CNoXXHeHna. CMA NpuBoOUT K MpOrpeccupyrowen notepe HepPBHbIX KJETOK B CNMHHOM
MO3re, KOTopble KOHTPOJIMPYIOT ABMXEHUe MbiwL. B 3aBnucmmoctun ot tuna CMA,
hunsnyeckasa cnna 4enoseka n ero cNocobHOCTb XOAUTb, €CTb UAKM AblWwaTb MOryT ObiTh
3HA4YUTEsNIbHO CHUXXEHbI NN MOJIHOCTbIO yTpadeHbl. 9To 3aboneBaHne ABNSETCA BeayLen
reHeTU4YeCcKom NPUYNHON CMEPTHOCTM MJIaAEeHLUEB N OeTeN paHHEro Bo3pacTa, TakXe 3TOo
OOHO N3 CaMbIX paCnpoCTPaHEHHbIX peakux 3aboneBaHuin, NopakatoLlee, Mo pasHbIM
AaHHbIM, 0OHOro 13 6-11 ThIC. geTen.

Pucomnnnam - 3ToO MIHHOBALMOHHLIM NpernapaT, BbiMyCKaeMbl B popMe NopoLLKa AN
npuemMa BHYTpb B BUAe pacteopa. Pucannniam asnseTca MogondukaTopom crsiancuHra
reHa SMN2, c KOTOpOro cuHTe3npyeTcs 6eN0K BbIXXMBAEMOCTUN ABUraTesIbHbIX MOTOPHbIX
HenpoHoB (SMN) y naumeHToB co CMA. MNpenapaT pa3paboTaH ona oANTENbHOro
MoBbILLIEHNSA N Nogaep>XaHnsa ypoBHA 6enka SMN Kak B LLeHTpaJ/ibHOW HEPBHOW CUCTEME,
TakK 1 B nepndepmnyecknx TKaHax opraHmsma. Roche nposoanT KNMHU4Yeckue
nccnepnoBaHMa pucguniama B paMmkax cotpygHudectsa ¢ doHgom CMA (SMA Foundation) n
komnaHuen PTC Therapeutics.

B komMioHUKe Roche oTMevaeTcs, 4TOo siedyeHne pucamnaamom B TevyeHue 12 mecsiues B
paMKax BTOpoun YacTtu nccnegosanHumsa FIREFISH nomorno o6ecneyntb CTaTUCTUYECKN N
KJIMHUYECKN 3Ha4YMMoe yy4ueHne rnokasartesien MOTOPHON (PYHKLUN Yy OeTel B Bo3pacTe
1-7 mecsueB co CMA 1-ro Tuna. 29% peTten Mornm cnaeTb 6e3 Nnogaep>XKn He MeHee NATKU
CeKyHp nocne 12 mecsaues nevyeHus, pesynbTtaT bbl1 NpoaHanM3npoBaH B COOTBETCTBUN CO
WwKanon obwen MoTopukn bennm no oueHke pa3BuTUa MaageHuUeB (TpeTbsa pefakums,
BSID-IIl). B nctopun nevyeHnsas CMA 1-ro Tmna HM oaAnH pebeHOoK elle «He A0CTUrana» Takoro
pe3synbTaTa. Kpome Toro, 18 (43,9%) neten 6biam B COCTOAHUN Aep>XaTb rososy npsmo, 13
(31,7%) - nepekaTnTbCA Ha BOK, a ABoe (4,9%) - CTOATb, NONb3YAChb MOALEPKKOMN
B3POC/IbIX.

Y Tpex geTten B nepsble TPU Mecsua le4eHUs BO3HUKIIN TAXKe ble 0C/I0OXKHEHUS C
NeTanbHbIM NCXOL0M, OAHAKO aBTOPblI UCCIe40BaHUA He yBUAEN CBA3N C NpUeMoM
pucomnnnama. Mo ncrevyeHnm 12 mecsaues 95% MnageHUeB COXpPaHAAN CNOCOBHOCTb
rnotaTb, @ 89% MoOrnM NMTaTbCA NepopasbHO. DTU pe3ynbTaTbl 0CObEeHHO 0bHaae)XKnBatoT,
Yy4nUTbIBas, 4TO CpeaHMN BO3pacCT AeTen B MOMEHT Ha4vasia BTOPOM YaCTu UccaeoBaHuns
cocTaBua 5,3 mMecsaua, «NO3TOMY y HUX y>Ke nporpeccuposano 3abonesaHme», - oTMETUN
npodgeccop JlopaH Cepse, oanH 13 asTopos nccnenosaHusa FIREFISH n geTckmnin HeBponor
OKCcOopACKOro LeHTpa HePBHO-MbIWeYHbIX naTonornnm MDUK. Hanbonee yacTbiMu
no6o4HbIMU 3hhekTaMun BbIIn NHPEKLNN BEPXHUX AbIXaTesbHbIX NyTen (46,3%),
nHeBMoHUA (39%), runeptepmus (39%), 3anop (19,5%), puHoapnHrnT (12,2%), puHNT
(12,2%) v gnapes (9,8%).

HanomMHumMm, 4to 11 Hosbpsa 2019 roga koMnaHusa Roche 06bABMMAA 0 MOSOXKUTENBHbBIX
pe3ysibTaTax BTOpon YacTu nccnegosaHmsa SUNFISH, B KOTOpOM oueHMBannCh
3hbheKTMBHOCTbL 1 6e30MacHOCTb pucagmnniaamMa y 60nbHbIX B BO3pacTe oT 2 A0 25 net ¢
CMA 2-ro u 3-ro TnnoB. Tak>xe B HoAbpe npoLusioro roga YnpassieHne no CaHUTapHOMY
HaA30py 3a Ka4eCTBOM MULLEBbLIX NPOAYKTOB N MegunkameHToB CLUA (FDA) npuHano
pelleHne o0 NPUOPUTETHOM PAaCCMOTPEHUN 3a9BKU Ha perncTpauyuto pucagmnnama. FDA
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MJaHNpPOBaJIo NMpeaCcTaBUTb CBOEe 3aks4veHue 0o 24 maa 2020 roga, HO nosgHee
npoAasinio CPOK paccMOTpeHus 3a8aBkM Roche n nnaHupyeT BblIHECTU pelleHune ao 24
aBrycta 2020 roga. lNpoaneHue cBA3aHO C TeM, 4TO KoMMnaHusa Roche nepepana B FDA
OOMONIHUTENbHbIE AaHHbIe MO NpenapaTy, B TOM 4Yucae 13 BTOPON YacTu uccnenoBaHus
SUNFISH. 18 mapTa 2020 r. Roche coobwunna o nogaye B8 MMHNUCTEPCTBO 34PaBOOXPAHEHNS
Poccunckonm ®enepaummn 3as8BKN Ha perncTpauuio npenapaTta pucavnaam anas nevyeHuns
CNMHaNbHOM MbllWeYyHon aTpodun (CMA).
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Roche BbINYyCTUT TECT Ha aHTUTENA K KOPOHABUPYCY

Roche n Nestlé - B Yncie eBponencknx AMaAepoB rno npubsiam
KoMmnaHusa Roche 3arpa3HaeT aTtMocdhepy MeHbLIE KOHKYPEHTOB
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