KOHKYPEHTHAS PA3BEOKA - MTATEHTHO-TEXHOJIOTUYECKUWN AHAJIN3 - BECMJATHbIWN ®PATMEHT

BNJITOJIAPCEH

Buntenco® (Viltepso®)

Viltolarsen - hochopoanammnaaTHeii MOpdoanHo-onmromep (PMO), nponyck 3k3oHa 53 reHa DMD - Nippon Shinyaku / NCNP - MO9AX12

MOKA3AHUW B MUPE / P® KOHKYPEHTOB B P® NMPOAAXU B POD, 2025 DAY-1 LAUNCH

el e
1 / 1 1 B IIOJTHOHU BEpPCHH B IIOJIHOM BepCHH
MO ¢ myTaumen, nogaatoLencs nepxatenb PY - BocnponseeaEHHbIX 06BEM, (hNaKOHbI, TEKYLUNIA Fof, pacyéTHble fatbl ana P® n EASC c
nponycky 3K3oHa 53 HeT nosnuma B Knacrtepe ycnosuamu

MATEHTHbIN JIAHOLUIA®T P®/EATNB — CBOAKA YIPO3 AJI1 BOCMPOU3BELEHHOIO NMPEMAPATA

: IR

Bnokupyert (3) I He 6nokupyet (11) M YcnosHo (1)

COCTAB NMOJIHOW BEPCUN OTYETA — 36 CTPAHUL,

00 Pe3slome n meTopgonorma — cBogka yrpo3 no PO/EATB, pe3toMe ANsA NPUHATUS peLleHns

01l 0630p npenapaTa — MOJIeKyJia, perncTpaumns, ctatycol (opdaHHbiin, XXHBJIM, B3H), npon3BoACTBEHHAsA LenoYka, pacyéTHble AaTbl
BXona

02 Mpopaxu B Poccuiickon depepauum — npogaxkv 2025 n 2026 rr., notpebHoCTb, No3uuus B knactepe tepanum MO

03 UcTopusa pa3spaboTKu u peryaaTopHasa XPOHOJNIOTUA — Hay4Hble, MaTeHTHbIE, KINHNYecKue 1 cyaebHble cobbiTua

04 3Ha4YMMOCTb NPOAYKTa AJIA pPblHKAa — [oKa3aTesbHasA 6a3a, LleHoBOe Mo3nLMOHMPOBaHMe, Yrpo3bl Moaesn

1) KoHKypeHTHOe OKpYy>XeHue — MnpsmMble, KOCBEHHbIE Y MOTEHLMNabHble KOHKYPEHTbI B P® 1 Mupe

(1] MaTeHTHasa oxpaHa — P® / EAMNB — peecTp 13 17 no3uumi ¢ Knaccudukaumen yrpos, AaTbl BbiIBOAa NPOAYKTa, KapTa

npaBoobnagaTenein n NMLEH3MOHHAsA NO3ULNS

07 OcnapMBaHMe NaTEHTHOrO CJIOA U NMPaBOBble CNOPbl — OCHOBAHMWS 1 NEPCMNEKTUBHOCTb BO3pa)keHuin, cnopsl B CLUA, dnoHun n EMB,
nenonpomnssoacTso B MNMNC

08 BO3MO>XHOCTM BXOAa — aHaJIM3 NaTEHTHOM YUCTOThbI — CTpaTerun no cybctaHuum, Mid, pexxvimy BBEAEHUS U SKCMOPTY

09 MyTn nony4yeHusa cybcTaHUMM M NPOU3BOACTBO — MapLUPyT cuHTe3a PMO, cneundukaums ASC, MN1d, macwtab

®parMeHT AEeMOHCTPUPYET CTPYKTYpy U odopMisieHme oTHéTa. PacyéTHele gathl Day-1 Launch, npogaxum B P®, oueHka GNOKMPYIOLLMX MAaTEHTOB, OCHOBAHUS U
nepcrneKkTuBbl oCrnapuBaHusa, aHaau3 NaTEHTHOM YUCTOThbl U ﬂI/ILJ,eH3VIOHHOIh no3vunm NpuBoaATCA B MnoJsIHOM Bepcuu. OTYET HOCUT aHANUTUYECKUIA XapakTep n He
ABNIAETCSA OPUANYECKMM 3aKJIIOHEHNEM.

[aTa oT4éTa: 29 ceHTAbps 2026

PCT GURU - chapmaLieBTUYECKOE NaTeHTHoe 6iopo becrnnaTHbIvi (hparMeHT - pacrpocTpaHAeTcs cBob6oaHO



BUNTOJIAPCEH - KOHKYPEHTHbIW U MATEHTHO-TEXHOJIOTUYECKUW AHAJIU3 PCT GURU

oo Pe3oMe 1 MeTOOO0JIOTus

BuntonapceH (NS-065/NCNP-01) — aHTUcMbICIOBOW hochopoamammaaTHbln MopdonnHo-onuromep (PMO) n3 21 3BeHa, BbI3blBatoLWMiA
npornyck 3k3oHa 53 npe-MPHK reHa auctpoduHa npu mbiweyHon anctpodun OoweHHa (MOL). PedhepeHTHbIn npoaykT — Viltepso®
(Nippon Shinyaku Co., Ltd. coBmecTHo ¢ NCNP, drnoHus): nepsoe ogobpeHne — dnoHus, 25.03.2020; B CLLUA — yckopeHHoe ofnobpeHune
FDA 12.08.2020. B Poccurickon ®epnepaumnn «Buntenco®» 3aperunctpmposaH 07.08.2024 B ycnoBHOM nopsake (aepxxatenbs PY — AO
«P-®apm»), uMeeT opdaHHbIA CTaTyC U 3akynaeTcsa ana doHaa «Kpyr gobpa». OTHET o6beaAnHAET KOMMepYecKuii Npodusib poCcCcuin-
CKOro pblHKa C BEpUpULNPOBAHHBLIM NMaTeHTHbIM aHann3om PCT GURU no P® n EAMB, pa3bopoM cTpaTerum ocrnapuBaHust U OLEeHKOMN
BO3MO>XHOCTEN BXoAa A1 BOCMPOM3BEeAEHHOrO npenapaTa. PbIHOYHbIE MokasaTesim — Mo AaHHbIM BHYTpeHHen aHanuTuku PCT GURU
Ha 26.08.2026; perncrpaumnoHHble cBegeHns — no MPJIC n peecTpy npefesbHbIX OTMNYCKHbIX LieH XXHBJIM; npaBoBble cTaTyChbl, MOLWIIN-
Hbl, U3BELLEHUSA N NMPOoLJIeHNe Cpoka — Mo [ocyAapCTBEHHOMY peecTpy u3obpeTeHun P®, peectpam EAMB un ManaTbl N0 NaTeHTHbIM
cnopam (ceHTabpb 2026 r.); 3apybexkHble cnopbl — Mo CyfebHbIM akTaM U OTYETHOCTU CTOPOH.

[Oo®unL.] [AHANINT.] [MPEAMNON.] [HET OAHHbIX]
BepuduumnposaHo: MPJIC, peectp BHyTpeHHsS aHanuTuka PCT OueHou4Ho, 6e3 ohuumansHon LaHHble Ny6an4yHo He
npenensbHbIX LeH XKHBJIM, GURU, paHHble ayanTa pblHKa 1 Baugauumn noaTBepP>XAEHbI
FocynapcTBeHHbIN peecTp oTpac/ieBble NCTOYHUKHN

n3obpeTteHuii, peecTtpbl EAMB n
MNMNC, FDA/PMDA, cynebHble akTbl

CopgepxaHue IIOIHOM BEPCHH
00 - Pe3tome n meTogonorna — ceofka yrpo3 no PO/EAMB, pe3ioMe AN NPUHATUA peLleHns.

01 - O630p NpenapaTa — MOJIEKYJa, PerncTpaumns, ctatycbl (opdaHHbin, XHBJIM, B3H), npon3sBoacTBEHHasA LernoYyka, pacyéTHble
naTbl BXoaa.

02 - Mpopaxun B Poccuiickon ®epepaunn — npofdaku 2025 n 2026 rr., noTpebHOCTb, No3nuus B kactepe Tepanuu MAL.
03 - NicTopus pa3paboTku 1 perynaTopHas XpOHOI0rMa — Hay4Hble, MaTeHTHbIE, KIMHMYecKne 1 cynebHble cobbiTus.

04 - 3Ha4YMMOCTb NPOAYKTa A pblHKa — foKa3aTesnbHas 6a3a, LLleHoBoe NOo3MLNOHMPOBaHWeE, Yyrpo3bl MOAENN.

05 - KOHKYpeHTHOE OKpYy>KeHne — rnpsiMmble, KOCBEHHbIE 1 NOTEHLNabHble KOHKYPEeHTbl B PO 1 mupe.

06 - NaTeHTHaa oxpaHa — P® / EANB — peecTp 13 17 no3uunin ¢ Knaccudukaumen yrpos, AaTbl BbiBOAa NMPOAYKTa, KapTa Npaso-
obnapgatenen n NULLEH3NOHHAA NO3NLMS.

07 - OcnapuBaHMe NaTEHTHOro C/I0S U NPaBOBbIE CMNOPbl — OCHOBAHWUSA N NEPCNEKTUBHOCTb BO3pa)keHui, cnopbl B CLLUA, AnoHun n
EMB, nenonpown3ssoacteo B MMMC.

08 - BO3MO>XXHOCTM BXO4a — aHa/n3 MaTEeHTHOW YUCTOTbl — cTpaTernn no cybctaHumm, MN1®, pexxnmy BBeAEHMA U SKCMAOPTY.
09 - MyTn nony4yeHnsa cybcTaHUMM N NPON3BOACTBO — MapLpyT cuHTe3a PMO, cneuundukaums A®C, MNd, macwTtab.
O6BbEM nonHom Bepcun — 36 cTpaHul. Kaxkabln pakT CHabXXEH CTaTyCOM MCTOYHUKA.

CraTtycbl ncTo4HUKOB: [ODPULL.] BepudunumposaHo - [AHAJINT.] ananuTtuka - [MMPEAMNOJI.] oueHo4Ho - [HET OAHHbIX] He noaTBEp>XAEHO 01



BUNTOJIAPCEH - KOHKYPEHTHbIW U MATEHTHO-TEXHOJIOTUYECKUW AHAJIU3

PCT GURU

o1 O030p mpemapara

®parmMeHT pasgena: naeHTUMUKaumns MoaeKysbl 1 pel’yﬂﬂTOprIl;I cTaTyc. lNpon3BoacTBEHHas Lenovka, Npoaaxku, MaTeHTHbIVA C/ION 1 AaTbl BXoAa

— B MOJIHOW BEPCUN.

NMapameTp

MHH

MopanbHOCTb

dapmakonoruyeckas
rpynna

MexaHu3M pnencTBus

PecdepeHTHbIA npo-
AYKT

JlekapcTBeHHble dop-
Mbl

KonuuyecTBO nokasa-
HUA — B Mupe

KonuyectBo nokasa-
Huh — B P®

CraTtyc: opdaHHbIN

3HauyeHue

BunTtonapceH; nat. Viltolarsenum; anrn. Viltolarsen. CAS 2055732-84-6. Koabl pa3paboT-

ymka: NS-065/NCNP-01

ONNroHyKNeoTUAHbIA NpenapaT — aHTUCMbICIOBOM onvMroMep nogknacca gochoponna-
MUAaTHbIX MOopdoanHo-oanromepos (PMO). 21 3BeHO; NocnefoBaTelbHOCTb OCHOBaHMI
KOMMnsieMeHTapHa HyKkneotungam 36-56 3K30Ha 53
npe-MPHK reHa guctpodguHa (DMD). bpyTTo-dhopmyna C244H381N113088P20, moneKy-
napHas Macca 6 924,82 [a. OcToB 3nekTpoHenTpaneH: pnbosa 3aMeHeHa LIeCcTUYNeH-
HbIM MOPMOJINHOBBLIM KOJIbLIOM, hoctaT — docdopoamnammaaTHon ceasbio (20 ceasen,
Ka)kgas C xupasbHblM aToMOM ocdopa). BelwecTBo XxMMmyeckn cuHTesnpyeTcs, buorex-
HOJIOrMYeCcKNX CTaAuii HeT; BocnpomsBefeHne UAET Mo npasBuiam BOCNPOU3BEAEHHOIO
npenapata. MocnenosaTesibHOCTb COBMajaeT € 21 KOHLLEBbIM OCHOBaHMEM rosiogmnpceHa

5"-CCTCCGGTTCTGAAGGTGTTC-3,

(25-mep, Sarepta)

Opyrvne cpencrtea pAOnsA nedvyeHus 3aboneBaHWU KOCTHO-MbILLEYHON cucTeMbl. ATX:
MO9AX12. B cnpaBo4HMKe «Bupanb» KINHMKO-thapMaKoaornyeckas rpynna obosHayeHa

KaK «reHoTepaneBTUYEeCKM npenapart,

NPYMEHSAEMbIA MPU  MbILLIEYHON AUCTPOGNM

[ioweHHa»; No perynaTopHON NpUpPoAe 3TO XUMUYECKN CUHTE3MPOBAHHbLIA OJINFOHYKJ1€0-

T™a

MopaundukaTop cnnancmHra npe-MPHK. CBf3biBascb € 3k30HOM 53 npe-MPHK guctpodu-
Ha, cTepuyeckn B6J0KMpyeT ero pacnosHaBaHme CrancocoMOoN 1 Bbi3blBAET UCKIIOHEHMNE
3K30Ha u3 3peno MPHK. Y naumeHToB C feneumsamu, npu KOTOPbIX MPOMYCK 3K30Ha 53
BOCCTaHaB/MBAET paMKy CHMTbiBaHUA (Aeneuunun 3K30HoB 43-52, 45-52, 47-52, 48-52,
49-52, 50-52, 52 n op.), CMHTE3MPYyeTCA BHYTPEHHE YKOPOYEHHbIN, YaCTUYHO (PyHKLIMO-
HanbHbIN aucTpodunH. PHKa3a H He akTuBupyeTtcs

Viltepso® (Nippon Shinyaku Co., Ltd.; B CLLUA — NS Pharma, Inc.), pa3paboTaH COBMeCTHO
c National Center of Neurology and Psychiatry (NCNP, dnoHus). NMepBoe B Mupe onobpe-
Hne — dAnoHus, 25.03.2020 (ycnoBHoe paHHee onobperune, ctaTtyc SAKIGAKE); CLLUA —

yCKopeHHoe opfobpeHne FDA 12.08.2020

(NDA 212154).

Nanee — Ka3saxcTaH

(11.06.2024) n P® (07.08.2024), B 0bounx cnyyaax gepxatenb AO «P-®apm». B EC He 3a-
perncTpupoBaH: 3asiBKa Ha perncTpauunio He nofasasacb, €CTb TOJIbKO OpdaHHbIA CTa-

Tyc EU/3/20/2282 oT 04.06.2020

Tonbko pacTtBop Aas MHY3nin. CocTas: BuntonapceH 50 mr/mna (250 Mr Bo (hiakoHe 5
mn) B 0,9% pacTtBope HaTpus xnopuga, pH 7,0-7,5 (0,1 H. xnopoBoAopoAHas KUCAoTa
n/vnn 0,1 H. HaTpWa rMAPOKCMA), BOAA ONA UHBEKLMUIA; KOHCEPBAHTOB 1 BydepHon cu-
cTeMbl HeT. ®nakoH 13 bopocunmkaTHOro crtekna | Tuna, npobka ns xnopbyTunkaydyka |
Tuna, konnavok flip-off 20 mm. XpaHeHue 2-8 °C, cpok rogHocTn MN1® 3 roga (APC — 4
rona). Mepepn BBeneHnem posa passoantcsa 0,9% pacTBopom HaTpua xnopupa no 100
MA; npu 06bEme no3sbl 100 mn 1 6onee BBOAMTCA 6€3 pa3BeneHUs

1: mblweYvyHaa auctpodusa OoweHHa (MOO) y nauMeHTOB C MOATBEP>KAEHHON MyTauunen
reHa DMD, nopgpatowenca nponycky 3k3oHa 53 (FDA). B fnoHun dopmynnpoBka yxe:
MO c peneunen B reHe ANCTPOMUHA, NOAAAIOLWENCS Tepanun MponyckoM 3K3oHa 53.
OpobpeHune FDA yckopeHHOe — Mo NpupocTy aucTpoduHa ¢ 0,6% A0 5,9% OT HOpMbI; Co-
XpaHeHne nokasaHusa 3aBUCUT OT NOATBEPXXAAlOLLEro NCcaenoBaHns

1: nevyeHne ML y B3pOCAbIX U AeTeln C NOATBEPXAEHHOW MyTaumen reHa DMD, noppato-
Lencs nponycky 3k3oHa 53 (Hanpumep, geneunmn 3k3oHoB 43-52, 45-52, 47-52, 48-52,
49-52, 50-52, 52), ¢ MOMeHTa NOCTaHOBKN AnarHo3a. be3onacHocTb 1 3pPeKTUBHOCTL Y
neten 0o 4 neT He ycTaHOBJ/IeHbl. EAMHCTBEHHOE MPOTMBOMNOKa3aHNne — runep4yBcTBU-
TenbHoCTb. C nions 2026 r. BUNTONAPCEH BKJIIOYEH B KIIMHMNYECKMe peKoMeHgauum MuH-
3apasa PO no MAL (ID 773_2); B pepakumn 2023 r. (ID 773) 13 naToreHeTM4YeCKon Tepa-
nuun 6b1IM TOIbKO aTaslypeH 1 NpeaHN30/10H

[a. B P®: pelieHre 0 BO3MOXHOCTWN pacCMaTpUBaTb JIeKapCTBEHHbIA NpenapaT Kak op-
haHHbIN NpuHATO 20.03.2025 (FPJIC); MexaHn3Ma opdaHHOM PbIHOYHOW SKCKJIKO3UBHOCTU
B PO HeT. 3a pybexxom: FDA — opdaHHbIn cTaTyc ¢ 01.2017, opchaHHasa pblIHOYHas 3KC-
KNto3nBHocTb ODE-280 po 12.08.2027; 4AnoHua —
20.08.2019, nepuoa noBTOpHOM 3kcnepTu3bl 10 net (pacyéTtHo po 03.2030); EC — op-
haHHbIN cTaTyc EU/3/20/2282 6e3 peructpauum npenapaTta

opdaHHbIn cTaTyc Ne

440 ot

CraTycbl uctoyHunkos: [OPUL.] BepudunumposaHo - [AHAJINT.] aHanuTumka - [MPEAMOJI.] oueHo4Ho - [HET OAHHbBIX] He noaTBep>xaeHO
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BUNTOJIAPCEH - KOHKYPEHTHbIW U MATEHTHO-TEXHOJIOTUYECKUW AHAJIU3 PCT GURU

os ITaTeHTHas1 oxpana — P® / EAIIB

®parMeHT pasfiena: CBOLKA Yyrpo3 v npuMmep KapToyuku obbekTa. MosHbIi peecTp n3 17 no3uunii, oLeHka 6J10KMpYoLLMX NaTEeHTOB 1 AaThl BbIBOAA
npoayKTa — B MOJIHOW Bepcuu.

3 11 1

BrnoknpyeT npon3BoacTBo 1 06opoT B PO He 6n10kmpyeT (0TO3BaHbI, MpekpaTuIn YCnoBHO — 3asBKa Ha 3KcnepTuse nnbo
[eNCTBNE, He OTHOCATCA MO0 He [eNCTBYIOT orpaHvYeHHas NPUMEHUMOCTb
B PD/EATIO)

KonoHka «Yrposa»: X — 6,10kupyeT npon3soacTBo/060poT npoaykTa B PP; V — He 6n10KMpyeT (UCTEK, 0TO3BaH, NpekpaTua AelncTBme, He 0THOCMTCA nbo
He nencTeyeT Ha Tepputopun P®/EAMNO); «-» — yCIOBHO (3asBKa Ha aKcnepTuse NMbo orpaHnY4eHHas NPUMeHMMOCTb). CTaTyCbl, MOLWANHBLI N U3BELLEHNA
— Mo KapToykaM ocynapcTBEHHOro peecTpa n3obpeteHuit PO n peectpa EAMB (ceHTs6pb 2026 r.). Pac4€THbIM Cpok = AaTa nofayun + 20 net. And na-
TeHToB CLUA cpok — no Orange Book.

Whas muwens (3kson 44) RU 2695430 C2 peiicteyer - 10 16.06.2035 V He 6nokupyet
AHTUCMbICJIOBbIE HYKJIEMHOBBIE KUCJNIOTbI (cemencTteo WO 2015194520)
HUMMOH CUHAKY KO., ITA. (JP); H3LLHJT CEHTEP O® HbIOPOJIOOXKN 3HI CANKANSTPU (JP)
3asBka: 2017101172 - MpuopuTeT: 17.06.2014 (JP 2014-124157); nopada 16.06.2015 - Pac4éTHbIn cpok: 16.06.2035

CYTb OXPAHDI. . 1. AHTUCMbICIOBOI onuromep AsanHon ot 15 no 30 ocHoBaHWiA Ana nNponycka 44 3K30Ha B reHe AUCTPOdUHa Ye-
NoBeKa, coaep kalumi nocnenosatensHocTe SEQ ID NO: 7, 55, 8,9, 106 nnn 6

OLLEHKA PCT GURU. [eicTByeT; NowsnHa y4TeHa 3a 15-1 rog — no 16.06.2030. BeigaH 23.07.2019. ®opmyna Ha onuromep Anauv-
Hol 15-30 ocHOBaHWUIA A8 Nponycka 3k30Ha 44 (koHuenuusa 6pornanpceHa). K BUnTonapceHy He 0OTHOCKTCS.

XumMusa octoBa (MopcosIMHO) — NpeKpaTun aencreme EA 035030 Bl npekpatun gencrteve 16.11.2021 V He 6nokupyet
MOOANPULLUPOBAHHbIE MOP®OJIMHOBBIE AHAJIOI OJINTOHYKJIEOTUO OB
CAPENTA TEPAMNBIOTUKC, UHK. (US)
3asBka: 201490994 - MpuopuTeT: 18.11.2011 (US 61/561,806); nogaya 15.11.2012

CYTb OXPAHbI. Onuromep ¢ MOphoNHOBBIMU CybbeanHnLamMm, B KOTOPOM MO MeHbLUEN Mepe ofHa MexXcybbeanHn4Has CBs3b Co-
OEPXUT 3aMeCcTUTeNb, OT/INYHBIA OT AUMEeTUNaMUHOr Py bl

OLLEHKA PCT GURU. BbigaH 20.04.2020. He gencTteyeT: AOCPOYHO MpeKpaLLléH 3a HeymnaaTy MOLWHbLI BO BCeX rocygapcTeax (AM,
AZ, BY, KG, KZ, RU, TJ, TM) ¢ 16.11.2021 (MM4A, 6tonneteHb 2022-7). Kpome Toro, popmysa TpebyeT mexxcybbeanHUYHOWN CBSA3N C 3a-
MecTuTeneM, OTANYHbIM OT AUMETUNaMUHO, N Ha BUNTONIAPCEH He YUTaeTCs.

B mos1HOM BepcHH pa3aesia

* KapTouyku Bcex 17 no3uumni peectpa: OeiCTBYOLME POCCUACKME MAaTEeHTbl OPUrMHaTOpa Ha MPOAYKT, AOMOJHUTENbHbIA NaTeHT
(NpoZneHve cpoka) N pexxnm A03UPOBaAHNS; 3as8BKa Ha COCTaB; €BPa3niCKMe 3asiBKU U MaTeHTbl TPeTbUX JINL; CEMENCTBA Ha CNoco-
6bl CMHTE3a U 3apyberkHble YNeHbl CEMENCTB.

* KpaTkoe 3akJilo4yeHne ¢ faTaMy BO3MOXHOMO BbIBOAA NPoayKTa B P® n EASC 1 yCcnoBUAMK UX HAacTynaeHus.
* KapTa npaBoobnafaTtenen, MMLEH3NOHHAs No3numns aepxxatens PY n eé 3HavyeHne 4111 BX0OAa Ha PbIHOK.

CTaTycChl nCTO4HMKOB: [ODNLL.] BepuduumposaHo - [AHAJINT.] aHanuTuka - [MPEAMOJ.] oueHo4Ho - [HET JAHHbBIX] He noaTBep>xAeHO 03
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