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POCCUVICKA Sl ®EJIEPALIUA (19) RU (11) 2012 1 1 0 007(13) A
(51) MIIK
A6IK 31/4745 (2006.01)

OEJNEPAJIBHAS CIIVXBA

10 UHTEJIJIEKTYAJIbHOM COBCTBEHHOCTHU

(12) 3ASIBKA HA U30BPETEHUE

(21)(22) 3asBka: 2012110007/15, 15.03.2012 (71) 3asBurenb(u):
HOBAPTUC AT (CH)

ITpuopuret(pl):
(30) KoHBEHIIMOHHBIN TPUOPUTET: (72) ABTOp(BI):

20.02.2007 US 60/890,641 BPAXMAHH 3ackua Mapusa (CH),
(62) Homep u gaTa nmomauu nepBoHAYaIbHOMN 3a5BKH, ®UHAH ITutep (US),

W3 KOTOPOU TaHHast 3asiBKa BeiieneHa: 2009135080 ®PUY Kpuctune (FR),

21.09.2009 TAPCHUSA-DYEBEPPU S Kaprnoc (CH),

MEPA Cosép-Mumens (FR),

MEP®U Jleon (US),

AJpec JUTst IePETCKu: HUKIJIVH ITon JIecau (GB)
105082, MockBa, CiapTakoBCKuii mep., 2, cTp. 1,
cexmus 1, stax 3, "EBPOMAPKIIAT"

(43) Jara myOmukanun 3asBku: 20.11.2013 Bbromx. Ne 32

(54) UMUJA30XUHOJIMHBI B KAUYECTBE JIBOMHBIX UHTUBUTOPOB JIMITUJKWUHA3LI 1
MTOR

(57) ®opmyna u300peTeHUs
1. ITpumenenue coeqrueHust GopMysl I,

E, R,
AN
N
R, o~ R
““HN |
R
Rs | 7 (1)
(RGJ 1
B KOTOPOM

R; o6o3HauaeT HaTUIT WK eHuIT, TAe YKa3aHHbIN (PeHUT 3aMelIeH OJTHUM WU IBYMSI

3aMECTUTEIISIMU, HE3aBUCUMO BBIOPAHHBIMU M3 TPYMIIbI, BKIIOYAIOIIICH

TraJIOTEH,

(HHM3IIL )aJIKWJI, HE3aMEIIEHHBIN WK 3aMELIEHHBIN TaJIOT€HOM, LIMAHOTPYIIIOH,
MMUIA30JIAIIOM WM TPUAZOJIUIIOM,

0003HaYaeT HUKJI0AJIKWII, AMUHOTPYIIITY, 3aMEIICHHYIO OJTHAM UJTU ABYMS 3aMECTUTEIISIMH,
HE3aBHCUMO BBIOPAHHBIMU W3 TPYMIIbI, BKIIOUAIOIIEH (HU3IIL. )aJTKUI, (HU3IIL. )aJIKUIICYIb(OHUIT,
(HUBIL.)aJIKOKCUTPYIIITY U (HUBLLL. )AJIKOKCU(HU3IIL. )AJIKWIAMUHOTPYIIILY,

0003HayaeT MUIepa3uHWII, He3aMEIICHHbBIN UIIK 3aMEIIIeHHbIA OTHUM WJIM JIBYMS
3aMECTUTEIISIMH, HE3aBUCUMO BRIOPAHHBIMU U3 TPYIIIIHI, BKITIOUAOIIEH (HU3III. )aJTKHIT U (HU3IIL.)
AJIKUIICYJTB(OHWI,

0003HaYaeT 2-OKCOMMPPOTUINHIII, (HUBIIL ) ATKOKCHU(HH3IIL ) IKUII, UMUIA30JIUIT, TUPA3OJIUIT
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U TPHA3OJINII,
R, o6o3Hauvaet O wiu S,

R3 o603HavaeT (HU3IIL )aJIKUII,
R4 0603HavaeT NUpUIUII, He3aMEIIEHHbIN WU 3aMEILEHHbIN TaJIOT€HOM, IUAHOTPYIIIOH,

(HUBIIL. )aJIKWUIOM, (HU3IIL )AJIKOKCUTPYIIIION WIIM MUIIEPA3ZUHUIIOM, HE3AMEIIIEHHBIM WU
3aMEIIeHHBIM (HU3IIL )aJIKUIOM, 0003HAaYaEeT MMMPUMUIMHII, HE3aMEIIEHHbIN WU 3aMeIEHHbIN
(HM3IIL )aJIKOKCUTPYNIION, 0003HAUYAaEeT XUHOJMHWUII, He3aMEIIIeHHBIN UM 3aMEeIleHHBIH
raJlIoreHoM, 0003HavYaeT XMHOKCAJIUHUI WU (DEHUIT, 3aMEILICHHBIN aIKOKCUT PYIIITIOMH,

R5 0003HauaeT BOAOPO/ WU FAJIOTEH,

n paBHo O nm 1,
Rg 0003HaUaeT OKCUIO. ITPHU YCIIOBUM, YTO €CJIM N paBHO 1, To aToM N, cofeprkaliuiics B

panukaie Rg, 3apsikeH MOJIOKUTEIBHO,
R~ o603HavaeT BOAOPO UM aMUHOTPYIITY,

WK ero TayToMepa, Wiv ¢papMalueBTUYECKH MPUEMIIEMOM COJIU. UJTK €0 TUIpaTa WU
COJIbBATA JIJIs1 MTOTY4YeHUs (papMalieBTUUECKOTO MpernapaTa, mpeIHa3HaueHHOTO JJIs JICUCHUS
3a00JIeEBAHUMN, 3aBUCUMBIX OT KMHa36l mTOR.

2. [Tpumenenwe 1o 1.1, rae coeauHenueM Gopmysl I sBisercs 2-meTun-2-[4-(3-meTun-2-
OKCO-8-XHUHOJMH-3-WI-2,3-TUrugpouMuaaso|4,5-c]XuHoIMH- 1 -ui1)heHIIT |TPOTTMOHU T PHIL.

3. [Ipumenenwue 1o 1.1, rae coequHeHrueM hopmyitsl I saBiseTcs 8-(6-MEeTOKCUITUPUINH-3-
wi)-3-metun- 1-(4-munepasus- 1 -ui-3-tpudropmerrndenun)- 1,3-muruaponmuaaso[4,5-c]
XUHOJIUH-2-0H.

4. ITpuMeHeHre Io OqHOMY M3 I1.11.1-3, T/1e 3a00J1eBaHreM, ITpeTHa3HAYCHHBIM J1JIS JICUCHUS,
SBJISIETCSA

- OTTOPKEHUE TPAHCIUIAHTATA OpPTraHa UM TKaHU, HAIIPUMED, 151 JICUEHUS PEUITMEHTOB,
HAIIpUMED, IOCIIE TPAHCIUIAHTALMY CEPALA, JIETKOT0, CEpALA-JIErKOT0, IIEYEHHU, ITOYKH,
MOJIXKEITYJOYHOM KeJIe3bl, KOXKU UM POTOBUIBI, 00JI€3HU TPAHCIUIAHTAT-MIPOTUB-X035IMHA,
HAIIpUMeED I10CII€ TPAHCIUIAHTALMA KOCTHOTO MO3T4,

- pecTeHo3,

- TyOEpO3HBIl CKIIEPO3,

- TMMQaHTHOICHIOMUOMATO3,

- MUTMEHTHBIA PETUHMUT,

- ayTOMMMYHHBIE 3a00JIeBaHus, BKITFOUAS SHIE(PATOMUEITUT, MHCYJTMH3aBUCUMBII CaXapHBIi
uadeT, BOJTYAHKY, I€PMATOMUO3UTHI, APTPUT U peBMATOUIHbIE 3a00JIeBaHuUs,

- YCTOMUMBBIN K CTEPOUIAM OCTPHIN TUM(DOOTACTHBIM JIEHKO3,

- pubpo3HbIe 3a00IeBaHUs, BKIIIOUYAS CKIIEPOIEPMY, JIETOUHbINM (PUOpo3, moueyHsbIi pudpo3,
KUCTO3HBIN (hUOpo3,

- JIETOYHAs TUIIEPTEH3US,

- AMMYHOMOTYJISILUS,

- paccessHHBIN CKIIEPO3,

- cunapom ['unnens-Jlvagay,

- cunpom KapHhu,

- CEMENHBIN aIcHOMATO3HBIN ITOJIUIIO3,

- CHHJIPOM IOHOIIECKOTO IOJIMI034,

- cunapom bupr-Xorr-/lroka,

- ceMeiiHas runepTpoduyeckast KapAMOMUONATHUS,

- cuaapom Bonbda-ITapkuncona-Yarira,

- HeMpoJereHepaTUBHbIE 3a00JIeBaHus, TaKue Kak 00s1e3Hb [1apkuHcona, 00e3Hb
I'enTuHrTOHA, 00J€3HH AJTBIrEeliMepa U IEMEHIIUHY, BEI3BAHHBIE TAy-MyTalUsIMU, CHMHATIBHO-

nepederuIsipHast aTaKCHs TUIA 3, 00KOBOM aMUOTPO(GUUECKUM CKIIEPO3, BEI3BAHHBINM MY TAIASIMU
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SOD1, HeBpOHAIIBHBIN IepouI-TMtodycnuHo3/6one3ub baTrena (HeiipoereHepaTuBHOE
3a0oseBaHue y AeTei),

- BJIQXKHA4 U CyXasl IereHepalusi KeJIToro nsTHa,

- UCTOIIIEHUE MBIIIEUHOMN TKaHU (aTpodus, KAXEKCUs) U MUOTIATUU, TaKUe KaK 00JIe3Hb
JlanoHa,

- OakTepuaibHbIC U BUPYCHBIE MH(PEKINUH, BKITFOUAsT MUITMAPHBIN TYOEpKYJIIe3, CTPENTOKOKK
rpynmsl A, BUpyc npocrtoro reprneca tuna I, BUYU-undexuus,

- HeiipoubpomaTo3s, BKiIoUas Helpogudpomaros Tumna 1,

- cunapow lleitna-Erepca,

WJIU JIFOOBIE UX KOMOWHALIUH.

5. Crioco0 neuenus 3a00s1eBaHus, 3aBUCUMOT0 OT KMHa3bl MTOR, BKIIIOUATOIMI1 BBEAEHUE
TepaneBTUYECKH 3PPEeKTUBHOTO KOJIMUECTBA coelMHeHUsT (hopMyIibl [ mo ogHOMY U3 11.11.1-3
TEIUIOKPOBHOMY >KUBOTHOMY, HYKJAIOIIEMYCSl B TAKOM JICUYEHUHU.

6. Crioco0 1o 1.5, B KOTOpOM 3a00JIeBaHUEM, TTPETHA3HAUECHHBIM JJIS1 JICUSHUS], SIBIISIETCS
3a00JieBaHUeE 110 11.4.

7. @apmaneBTUUECKUI Tpenapart s JieueHUs 3a00JIeBaHUsl, 3aBUCUMOTO OT KUHA3BI
mTOR, BkIIOUaromumii coequHeHne ¢Gopmydbl I mo modomy U3 m.m.1-3 uam ero
(dhapManeBTUYECKU ITPUEMITEMYIO COJTh M (papManeBTUUECKH TTPUEMIIEMbIf HOCUTEITh.

8. dapmaleBTUUECKUIA ITpernapar 1o 1.7, rae 3a001eBaHueM, TpeAHA3HAUEHHbBIM 1151
JIeUeHus, SIBIIsIeTCs 3a00JieBaHue 110 11.4.

9. Ilpumenenue coequHeHus GopmMyasl I mo mr060My U3 1.11.1-3 unu ero papmaneBTUUECKU
MIPUEMIIEMOM COJIU JIJIs JICUeHHUs 3a00JIeBaHusl, 3aBUCUMOT0 OT KnuHa3bl mTOR.

10. ITpumeHeHue 110 1.9, B KOTOPOM 3a00JIeBaHUEM, TTPEAHA3HAUECHHBIM JIJIS1 JICUCHUSI,
SBJISIETCS 3a00JIeBaHUE TI0 11.4.
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