[Ipunoxenue
K penreHnio depepanbHON CITyKOBI 110 HHTEIUICKTYaIbHOK
COOCTBEHHOCTH

3AK/IIOYEHUE
KOJUIErHH NAJIATHI 110 NATEHTHBIM CIIOpaM
10 pe3yJIbTaTaM PacCMOTpeHHs [X BO3paskeHHs [ 3asBJICHUSA

Kosneruss B mopsiike, yCTaHOBJIEHHOM NYHKTOM 3 ctaTbu 1248 wyactu
yerBepTor ['paxkpgaHckoro koxaekca Poccuiickont @enepanuu, BBEICHHOW B
neiicteue ¢ 1 suBaps 2008 r. @enepanbHbIM 3akoHOM OT 18 mexabpst 2006 1. Neo
231-D3, B penakiuu, IeUCTBYIOIIEH Ha AaTy mojadd Bo3paxeHus u [IpaBunamu
paccMOTpeHHUs U paspenieHus henepaibHbIM OPraHOM HCIIOJTHUTEIbHON BJIACTH 110
WHTEIJIEKTYaJIbHOW COOCTBEHHOCTH CIIOPOB B aJIMUHUCTPATUBHOM TMOPSAKE,
YTBEPKJICHHBIMU TIPUKa30M MUWHHUCTEpCTBA HAYyKHM W BBICHIETO OOpa3oBaHUs
Poccniickoni  @Pepeparum ¥ MuHUCTEPCTBA  SKOHOMHMYECKOIO  Pa3BUTHUSA
Poccuiickoii deneparuu ot 30.04.2020 1. No 644/261, 3aperucTpupoBaHHBIM B
MunuctepctBe toctunuu Poccuiickoit @enepanun 25.08.2020 Ne 59454, ¢
W3MEHECHHUSIMH,  BHECEHHBIMU  MpukazoM  MwuHOOpHayku  Poccum  u
Munskonompazsutust Poccun ot 23.11.2022 Ne 1140/646 (manee — IlpaBumia
ITIC), paccmoTpena Bo3paxenue OOIIECTBA ¢ OrPAaHUYECHHON OTBETCTBEHHOCTHIO
«Menumuuackas HMccnenoBarennbckas Kowmmanus «MUWK»» (manee — nwmio,
nojasiiee Bo3paxkeHue), mnocrynuBmiee 22.02.2023, mnpotuB aedCTBUS HA
teppuropun Poccuiickoit @enepanny eBpa3uilckoro nateHTa Ha uzooperenue EA
Ne 39280, npu 5TOM yCTaHOBJIECHO CIIEAYIOIIEE.

EBpazuiickuit mateHT EA Ne 39280 na rpynmy uzobperennit «Momynsitop
perynsaropa  TpaHCMEMOpaHHOW  MPOBOAUMOCTH  MPU  MYKOBUCIHIO3E,
dapmareBTHYECKUEe KOMIIO3UIIUU, CIIOCOOBI JIEUEHUS M CIOCO0 TONydeHUS
yKa3aHHOT'O MOAYJIsITOpay, BbiaaH 1o 3asBke EA Ne 201991403 na umss BEPTEKC
OAPMACBIOTUKAJI3 MHKOPIIOPEUTE/], (CHIA) (manee —
nareHToo0namarens) ¢ npuopurerom ot (09.12.2016, ycTaHOBIEHHBIM Ha
OCHOBAaHMH KOHBEHIIMOHHON 3asBKu 62/432,537, momannoii ¢ CIIIA. /lata momaun

yCTaHOBJICHA I10 JIaTe Mo1auu MexayHapoaHoit 3assku PCT/US2017/065425.
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[IpotuB nevctBus Ha Teppuropun Poccniickon ®denepannu eBpa3uiicKoro
nateHTa EA Ne 39280 B coorBerctBuu ¢ myHkToMm | crtathu 13 EBpaswmiickoii
[TarentHoit KouBenmuu ot 09.09.1994, partudunupoBannoii Poccuiickoi
Oenepanuenn OenepaibHbIM 3aKOHOM OT 01.06.1995 No 85-D3 u BcTynuBLIEH B
cuiny jutst Poccuiickoit @enepanuu ¢ 27.09.1995 (nanee — KonBenmusi), u myHkra 1
IIpaBuna 54 IlatreHTHON HMHCTpyKIMM K EBpa3uiickoli NMaTeHTHOW KOHBEHIIWH,
YTBEPKIAEHHOW  AJIMHUHUCTPATUBHBIM  COBETOM  EBpa3uiiCcKOM  ITaTEHTHOM
opraHuzainu Ha BTOopoMm (mepBoMm ouepenHoMm) 3acemanun  01.12.1995 ¢
M3MEHECHUSIMU W JIOTIOJIHEHUSIMU,  YTBEPXKJIEHHBIMA Ha  JIEBATHAIIATOM
(4eTbIpHAALIATOM OYepeHOM) 3acenanuu AaMuHucTpatuBHoro coseta EAITIO 13-
15 wosibps 2007 r., nBamuath mepBOM (IIECTOM BHEOUYEPEIHOM) 3acellaHuu
AnmunuctpatuBHoro coBera EAIIO 30-31 mapra 2009 r., nBaamath TpeTbeM
(cemHaamaTOM OuYepeaHOM) 3acemaHuu AamuHuctpatuBHOro coBera EATIO §8-10
HOsiOpst 2010 r., nBaamarh 1ecToM (ACBATHAAIIATOM OYEPEAHOM) 3aceJaHuu
AnmvunuctpatuBHoro cosera EAIIO 20-22 nosiOps 2012 r., aBaanath ceabMOM
(mIBamaToM ouepeaHOM) 3acedaHuu AJIMUHHCTpaTHBHOTO coBeta EAIIO 6-8
HOs10pst 2013 1., nBaAnaTh BOCBMOM (JBaJllaTh MEPBOM OUYEPETHOM) 3aceIaHUU

AnmunuctpatuBHoro coBeta EAIIO 11-13 wosiops 2014 r., Tpuanate BTOpOM



(ABaguaTh TPEThEM OYEPEIHOM) 3acelaHuu AIMUHHCTpAaTHUBHOrO coBeta EAIIO
1-3 wosOps 2016 1., Tpuauath TpeTbeM (JABAIIATh YETBEPTOM OUYEPEIHOM)
3acemanun 6-7 cenrabps 2017 1., Tpuamath dYeTBepTOM (ABAALIATH TMSTOM
ouepenHoM) 3acenanuu 22 — 23 oktsaOps 2018 r., TpuanaTe mecTtoMm (ABaaaTh
cenpbMoM odepenHoM) 3aceganud 10 — 11 centsaOps 2020 r. (mamee -
nerictByromas [laTeHTHass MHCTPyKIMS), TPUAUATH IIECTOM (IBaJaLIATh CEIbMOM
ouepennoM) 3acenanun 10 — 11 centadps 2020 r., TpuanaTh ceabMoM (JeCATOM
BHeouepeaHoM) 3acedanun 12 ampens 2021 1., COpokoBOM (JIBE€HAIIaTOM
BHeouepeqHoM) 3aceganun 11 — 12 ampens 2022 r., NOCTyNUIO BO3paKEHHUE,
MOTHBHPOBAHHOE HECOOTBETCTBHUEM T'PYIIIbI U300pPETEHUM, 0XapaKTEPHU30BaAHHBIX
B NpPUBEJACHHOW BbIIE (QOpMyJie OCIAPUBAEMOI0 MAaTEHTa, YCJIOBUSIM
MaTEHTOCTIOCOOHOCTH «HOBU3HA», «M300pETaTEIbCKUI ypOBEHB», a TakKXKe
HECOOTBETCTBHEM MATEPHAIOB 3asiBKH TPEOOBAHHIO PACKPBITHUS CYIIHOCTU
n3o0pereHnt mo myHkrtam 5, 6, 10, 11, 15, 16, 17, 19, 20 u 21 ¢ nmoaHOTOM,
JIOCTaTOYHOM JIJI MX OCYILECTBICHUS CIICIIUATUCTOM.

K Bo3paxkeHu10 IpUIOKEHbI CIAEAYIONUE MaTepUualibl (KOMUHN):

- mateHTHBIA HokymMeHT WO 20160575572, nata nybnukauuu 14.04.2016,
C TMEePEBOJIOM Ha PYCCKHUH SI3bIK peJIeBaHTHBIX YacTel (nanee — [1]);

- Poccuniickuii TepaneBTUYECKUN CIIPABOYHMK, U3JaHUE BTOpoe, noxa. Pen.
Axan. PAMH A.I'. Uyuyanuna, M. 2008, c.144 (manee — [2]).

CyTh OOBOJIOB BO3pPAKCHUS B OTHOIICHUH HECOOTBETCTBUS MAaTEpPHAJIOB
3asiBKM TPEOOBAHUIO PACKPBITHS CYHTHOCTH M300peTeHui no myHkram 5, 6, 10, 11,
15, 16, 17, 19, 20 u 21 ¢ NOAHOTOW, JOCTATOYHOW MJII MX OCYILECTBJICHUS
CIEMATUCTOM, CBOJIUTCS K CIICIYIOLIEMY.

B omnucanum K ocnapuBaeMOMy TaT€HTY HE NPUBEICHO KaKUX-JHOO
OKCIICPUMEHTAJIbHBIX JIAHHBIX, ITOJTBEPKIAIOIIMX CHHEPreTHYSCKUil 3(PdekT,
JIOCTUTAEMBbIN TIPU UCMOJIb30BaHUM KoMOuHanuii coequnenuit 1 u I, 1 u I, a
take 1, Il u I, u agguTuBHBI >((PEeKT MpU HCHOJB30BAHHH KOMOWHAITUN

coenunenud 1 u coenuuenus 1.



[Ipy 5>TOM OTMEYEHO, YTO HE MOJATBEPKICHO, YTO YIHOMSHYTHIC
KOMOWHAIIMM COEJIMHEHUN JEMOHCTPUPYIOT COOTBETCTBYIOUIUMH d3(PdeKkT Ha
npoueccuar U murpanuio CFTR, yto He mo3BoiseT MpeAmnoiaoXkuTh, YTO JIBa
koppektopa CFTR neiicTBytoT dYepe3 pasHble MEXaHW3MBI, YTO MPUBOAHUT K
JI0OCTaBKE OOJIBIIETO KOJMYECTBA Oesika Ha TMOBEPXHOCTh KJIETKH MO CPaBHEHHUIO C
mo0bkIM u3 KoppekTopoB CFTR, mpuMmeHsieMbIM OTAETBHO.

CyThb 1OBOJIOB BO3PaXKEHHS B OTHOIICHHMM HECOOTBETCTBHUS TPYIIIBI
U300pETeHMI 10 OCMapuBaeMOMYy [MATEHTY YCJIOBHIO MATEHTOCIOCOOHOCTU
«HOBHU3Ha» U «U300pETATEIbCKUNA YPOBEHBY, CBOJUTCA K CICAYIOIIEMY.

[To MHEHUIO JIHIIa, TOAABLIETO BO3PAKEHHUE, COEAMHEHUS IO HE3aBUCUMbBIM
nyHktaM 1 u 3 mnpuBEeNEeHHON BbIIE (OPMYNBI HE COOTBETCTBYIOT YCJIOBHIO
MaTEHTOCIIOCOOHOCTH «HOBU3HA» MOCKOJIBKY OHHM W3BECTHBI U3 MyOnmkauu [1].

B wuwactHOCTH, OTMEYeHO, uyTO B  myOiaukamuu [1] omwmcaHa rpymma
COEIMHEHHI, UMEIOIIMX OOIIYI0 CTPYKTYpPY | B KOTOpOU

- konblio A mpencraBnser coboit C3-Cl4 rerepoapuiibHOE KOJIBIO, TJIE
mo0ble U3 0T 1 10 4 KOJBILEBBIX aTOMOB HE3aBUCUMO MPEACTABISAIOT coO0i N;

- kosbiio B mpencraBnser co6oit C4-C10 rerepoapuyibHOE KOJIBIIO, TIIE
mo0bIe U3 0T 1 10 4 KOJIbLIEBBIX aTOMOB HE3aBUCHUMO MPECTABISAIOT c000i N

- koJib1io C mpencrasisier codoit C3-C14 rerepolukInueckoe KoJibllo, TIe
mo0bIe U3 OoT 1 10 4 KOJIbLIEBBIX aTOMOB HE3aBUCHUMO MPENICTABIISIOT cO00# N;

- W npencrasnser coboit O;

- X npexacrasiusier coboit O;

- Z npencrapisieT coboii NR;

- R1 npencransier co6oit C3-C10 rerepoapuiibHOE KOJIbIO, TA€ OT 1 10 4
KOJIBLIEBBIX aTOMOB HE3aBHUCUMO MPEACTABISAIOT co00M N;

- R2 npencrasnser coboit C1-C6 anmkmun,

- R3 npexncrasnsier coboit C1-C6 ankun;

- R4 mpencrasnsier coboit CF3;

- R HezaBucumo npencrapmser coboit H;



- N paBHO 1;
- 0 paBHo 0;
-p paBHO 2 n
- (| paBHO 3;
* * * * npencraBiseT cOO0N TBOWHYIO CBA3b;

IpU YCJIOBHM, 4YTO (hparMeHThl, cojepxkamue Koiapuo B u komeuo C,
3aMeIeHBI B CMEKHBIX MMOJIOKCHHUSIX KOJIbIIa A.

[Tpr 3TOM OTMEYEHO, YTO B 3aBUCHUMBIX ITyHKTaX (OPMYJIbI MyOIMKAIIN
[1] yrounsieTcs, 4To KOJBIO A MOXET MPEICTaBIATH COOOW, B TOM YHCIIE,
OUPUART (3aBUCUMBIA MyHKT 2 ¢opmysbl n3odpetenus [1]), konpmo B moxer
MPEJCTABIATH COOO0M, B TOM YHCIIE, TUPA30JI (3aBUCUMBIA YHKT 4 dopmyisl [1]),
KoJp0 C MOXKET MPEeACTaBIATh COOOW, B TOM YHWCIE, MUPPOJUIUH (3aBHCHUMBIN
myHKT 6 hopmyisr [1]).

Bmecte ¢ Tem nmio, mojaBiee Bo3pakeHHe, oOpaliaeT BHMMAaHUE Ha
onucanue myonukanuu [1] (a63ar; [0028]), B KOTOpOM, 110 €0 MHEHHIO, PACKPHITO,
yTOo 3HaueHue paaukaia R1 npencraBmser coboit  mupazon  (C3-C10
reTepoapuiibHOE KOJBIO, TAe OT | 10 4 KOJbLUEBBIX aTOMOB HE3aBUCHUMO
npencTaBisaioT coboit N), KoTopsld MoxkeT ObiTh 3amemieH rpynmoit (Cl-
C9ankunen)-E, rne 1o 4 3BenbeB CH2 HezaBucuMo 3amerniensl Ha O, a E moxeTt
npeacTaBisaTh coboit CF3.

Ha ocHOBaHMM NTaHHBIX JJOBOJIOB B BO3PAKEHUU CHIEJIaH BHIBOJ O TOM, UTO
B TIPEIIISCTBYIONIEM YPOBHE TEXHHUKHU BBISBICHBI CBEJIEHUS 00 00BEKTE, KOTOPHIi
MMeeT MPU3HAKH, UICHTUYHBIE BCEM MPU3HAKAM, COACPIKAIIIMCS B HE3aBUCUMBIX
nyHKTax 1 u 3 popMyIbl rpynmel H300pPETEHMI 110 OCTTApUBACMOMY TIATCHTY.

[Ipy >TOM OTMEYEHO, 4YTO Ha OCHOBAaHMUU OOIIEH CXEMbl CHHTE3a
COCIMHEHUH, TmpejacTaBieHHOW B nyOnukanuu [1], w cmocoba cuHTE3a
COCTMHECHHM, CXOJHBIX TI0 CTPYKTYPE C COCAMHCHHUSAM I10 HE3aBHCHMBIM ITyHKTaM

1 uw 3 dopmynsl ocnapuBaeMOro TMAaTE€HTa, MJs CICIHAINCTa OYEBHJIHA



BO3MOXXHOCTH TIOJyY€HHUsI COCAMHEHHUs 1, KaK OHO MPEIJIOKEHO B OCIAapHUBACMOM
MaTeHTE.

B kauectBe Hambosiee OJNM3KUX IO CTPYKTYpe C COCIAWHEHUEM IO
OCTIapuBaeMOMY NATEHTY B BO3PaKEHUHU yKazaHbl coeaunenus 1975, 1114, 2578,
2690, m3BectHble u3 nyOnukanuu [1]. IIpu 3ToM OTMEUYEHO, YTO YIOMSHYTHIC
COCIUHECHHS TIOJIydeHbl B myOymkamuu [1], pacKpbITBl  (U3HKO-XUMHYCCKHE
KOHCTaHThI, KOTOPBIMH OHHM XapaKTepU3YIOTCs, a TakKe MPUBEACHBI TaHHbIE 00 UX
OMOJIOTUYECKON aKTUBHOCTH.

C y4eToM H3II0KEHHOTO B BO3PDAXKEHHWU CHAENaH BBIBOJ O TOM, YTO
COCIMHEHHUSI 110 HE3aBUCUMBIM IMyHKTaM 1 u 3 hopmyibl ocriapuBaeMoro naTeHTa
HE COOTBETCTBYIOT yYCIOBHUIO TATEHTOCIIOCOOHOCTH «HOBH3HA.

B oTHOmIEHMM JAEUTEPUPOBAHHOTO IPOM3BOAHOIO CcoeAuHEHHus 1 1o
HE3aBUCUMOMY TYHKTY 2 (OpMyJibl OCHapUBAEMOro IaTEHTa B BO3PAXKEHUU
CAENlaH BBIBOJ O TOM, YTO OHO TakKX€ HE COOTBETCTBYET YCIOBHIO
HaTEeHTOCIIOCOOHOCTH ~ «HOBU3Ha»  T.K.  JEHTEpUpPOBAHHME HE  HU3MEHSET
(dhapMaKkoJIOTHYECKYI0 aKTUBHOCTH (OMOJIOTMYECKYI0) aKTUBHOCTh MOJICKYJIBI.

[Io MHeHWI0 JWIa, TOJABIIETO BO3paxeHHe, (apMaleBTHUYECKHE
KOMIo3uliuu 1o myHkTam 4-7 u 13-17 dopmynsl ocnapuBaeMoro mnaTeHTa
COJIEp)KaT M3BECTHOE COCAUHEHWE M TaKHe KOMIIO3UIIUA COOTBETCTBYIOT
KOMITO3UIIUSIM, OMTMCAHHBIM B TyHKTax 143-144, 149, 152, 155 dopmysnsl rpymnmbt
MU300peTeHuit, packpbiTo B mnyOnukamuu [1], ciemoBaTeNbHO, YHOMSHYTBIC
MYyHKTBl (POPMYJIBI OCIIAPUBAEMOTO TMATEHTAa TAK)KE€ HE COOTBETCTBYIOT YCIIOBHUIO
MaTEHTOCMOCOOHOCTH «HOBU3HAY.

AHaJOTH4YHbIE JOBOBI IPUBEACHBI B BO3PAKEHUHU B OTHOIIEHUH CIIOCOOOB
JIeYEHHUS] MYKOBUCIIMI03a 10 MyHKTaM 19-21 popMybl ocriaprBaeMoro rnareHra.

B yacTHOCTH, B BO3pa)X€HHH OTMEUEHO, YTO CIOCOOBI MO0 OCIIAPUBAEMOMY
NaTeHTy BKIIOYAIOT MPUMEHEHHWE W3BECTHBIX COEAMHEHUH C YCTaHOBJICHHOMN
CTPYKTYpOl 1O u3BEeCTHOMY HaszHaueHuto. Ilpu »3TOM Juio, mnojasiiee

BO3paXEHUE, YKa3bIBA€T HA CBENICHUS, PACKPBITbIE B MyHKTEe 157 dopmyrsl



rpymmbsl u300pereHuilt B myonukamuu [1], B KoTopoMm ommcaH crocod JedeHWHs
KHCTO3HOTO (prbpo3a.

Takum oOpa3oM, B BO3paXEHHUU CJENaH BBIBOJ O TOM, YTO U3 YpPOBHS
TEXHUKHA, a UMEHHO, W3 nyOimkanuu [1], W3BEeCTHBI Bce NpEIIOKEHHBIE B
OCMapUBAEMOM TMATEHTE TEXHUYECKUE PEIICHHUS.

CyTb [OBOJOB BO3paXCHHS B OTHOIICHUH HECOOTBETCTBUS T'PYIIIBI
U300pEeTeHUI M0 OCHapyUBaeMOMY TMATEHTY VYCJIOBHIO IATEHTOCIIOCOOHOCTH
«1300peTaTeNbCKUN YPOBEHbY, CBOAUTCS K CIEAYIOLIEMY.

[lo MHeHMIO JMIIa, TOJABIIETO BO3paXKEHHE, Haubojee ONIM3KUMU
aHaJIoTaMyd TPYIIbl M300pETEHH MO OCHapUBAEMOMY MAaTEHTy SBISIOTCS
TEXHUYECKUE pelleHus (COeAUHEHUE, KOMIIO3UIMU, CIOCOObI  JICUEHHS),
packpbIThIC B MyOauKkauu [1].

[Ipu »TOM B BO3paXEHUM YKa3aHO, 4TO B myOmukammu [1] packpsIThl
coeuHEeHHs o0mend Gopmynsl |, UMeronMe XUMUYECKYIO CTPYKTYPY, CXOJHYIO
CTPYKType coequHeHuss | 1o He3aBUCMMBIM MyHKTaM 1 u 3 ¢opMyisl
ocrapuBaeMoro marenta. Kpome toro, orMeueHo, 4ro B myonukanuu [1] packpeita
BO3MOXKHOCTh HCIIOJIb30BAHMSI BCEX OIMCAHHBIX COCAMHEHWH B KauyecTBE
MOJIyJIITOpa TPAaHCMEMOPAaHHOM MPOBOJUMOCTHU IIPU MYKOBHUCIIUI03€E.

Bwmecre ¢ Tem, co ccplikor Ha MyHKT 5.8 IIpaBui, Ha OCHOBaHWHM KOTOPBIX
B EBpa3suiickoM mNaTeHTHOM BEJOMCTBE IPOBOIMUTCS OKCIEPTH3a M OLEHKa
NaTEeHTOCIIOCOOHOCTH 3asIBICHHBIX H300pETeHUM, JIMLIO, MOJABILIEE BO3paKEHUE,
OTMEYAaeT, YTO WHAMBHIyaJbHOE COEAWHEHHWE, TMOJMNaNaolee Moj OOIIyIo
CTPYKTYpHYIO (OpMYJly HW3BECTHBIX COCJUHEHHMH, HO HE OIMCAaHHOE KakK
CHENHMaTbHO TIOJIyYeHHOE U  HCCIEAOBAaHHOE JOJDKHO TPOSIBISITH HOBBIC,
HEM3BECTHBIC MJIsi TPYIIbl COCJUHEHHWA CBOWCTBA, B KAUeCTBEHHOM M (WJIN)
KOJIMYECTBEHHOM OTHOIICHHH.

[Ipy »TOM B BO3paXEHUM OTMEUEHO, YTO COTJIACHO OIMHCAaHUI0 K
OCTIapUBAaEMOMY MATEHTY TEXHUYECKUM pPEe3yJbTaTOM, Ha JOCTHKEHHE KOTOPOTO

HarpaBjeHa Tpynmna U300peTeHHi 1O OCMapuBaeMOMYy TATEHTY, SBISETCA



pa3paboTKa MOIYJIATOpa pEryjsaTopa TPaHCMEMOPAHHOW MPOBOJUMOCTH IS
Je4eHus: MyKoBHcIMao3a. [Ipu sToM 5MIIOM, MOJABUIMM BO3paKEHHE, CHCNIaH
BBIBOJ O TOM, YTO B ONHMCAaHUM K OCHAPHUBAEMOMY IIATEHTY COEIUHEHHE I10
OCTIapUBAEMOMY TMAaTE€HTy MPOSBISET TOJBKO OJHO CBOWCTBO — CIIOCOOHOCTH
o0ecreuynBaTh TPAaHCMEMOPAHHYIO MPOBOJAUMOCTD JIJIs1 JIEUEHUSI MyKOBUCIIUI03A.

Takum 00pazom, JIWIIOM, MOJABIIMM BO3Pa)KEHHE, ClIEJIaH BBIBOJ, YTO B
OMHMCAaHUM K OCIapUBAEMOMY IIATEHTY HE MPEJCTaBICHO CBEJIECHUNW O TOM, UTO
NPEIJIOKEHHOE COCJIMHEHUE TMPOSIBIISIET KaKhe-JIMOO HOBBIE CBOMCTBA, OTIMYHbBIC
OT H3BECTHBIX CBOWCTB HM3BECTHBIX COCIWHEHUM, CJIEIOBATEIbHO, BCA TpYIINa
U300peTeHU 1O OCNapuBaEMOMY TaTEHTy HE COOTBETCTBYET YCJIOBHIO
MAaTEHTOCIIOCOOHOCTH «U300PETATENHCKUI YPOBEHDY.

[laTeHTOOONMaAATENH, O3HAKOMJIEHHBIA C MaTepUalaMH BO3PAXKEHUS B
YCTAaHOBJICHHOM TOPSJIKE, B KOppecrnoHAeHI iy, nocrynusiein 24.07.2023 (cm.
Takke npuiiokeHne Nel k mpoTokony 3acenanusi koiuiermu ot 25.07.2023),
IPEICTaBUII OT3bIB HA BO3PAXKCHHUE.

Ilo MHeHHMIO mnATEeHTOOOIAIATENIS, U300peTeHus, OTHOCSIIUECS K
(apManeBTUYECKUM KOMIIO3UIMSAM, a TakKKe H300peTeHusl, OTHOCSIIHUECS K
crocobaMm JIeYeHUs] MYKOBUCLUI03a, COOTBETCTBYIOT TPEOOBAaHUIO PACKPBITHS
M300peTeHUs] C TOJIHOTOM, JOCTATOYHOM HJii OCYILECTBIEHUS W300peTeHus
CHEIUATMCTOM B JJAHHOM 00J1aCTH TEXHUKH.

B o0T3bIBE OTMEUYEHO, 4YTO AOBOJBI BO3PAXXEHHS HE KOPPEIUPYIOTCS C
TpeOoBaHUsIMU EBpa3nuiicKoro naTeHTHOrO 3aKOHOIaTEIbCTBA.

[To mHEHUIO TaTeHTOOOIAAATENIS, €BpA3HIICKas 3asBKa JIOJDKHA PACKPHIBATH
U300peTEeHUEe JIOCTATOYHO SICHO M TOJIHO, YTOOBI H300pEeTEeHHE MOIJIO OBITh
OCYUIIECTBJIEHO CIELUAIMCTOM.

B oTHOmIEHMHM KOMIIO3WIIMHM TPHUBOJSTCS TIPUMEPHI, B KOTOPBIX
YKa3bIBAIOTCS ~ MHTPEAUEHTHI, BXOJALIME B  COCTaB  KOMIIO3ULIMU, HX

KOJIMYCCTBCHHOC COOTHOIOCHUC, a TaKKC CTPYKTYPHBIC XApPaKTCPHUCTUKH.



OnuceiBaeTcst croco0 MOTYyYEHHS] KOMIIO3UIINY, a €CJIM OHA COJIEPKUT B KaUeCTBE
MHTPEIMEHTa HOBOE BEIIIECTBO, TO OMUCKHIBACTCS CIIOCOO €ro MOJydeHUS.

Jlst n300peTeHus, OTHOCSIIETOCS K CIOCO0y JICUCHUS, TUAarHOCTHKU WU
PO IITAKTAKA 3a00JIEBaHMs JIIOJCH W JKUBOTHBIX, MPUBOJIATCS TOCTOBEPHBIC
CBEJICHMS, TIOATBEPKIAIOIINE MPUTOJHOCTD CIoco0a ISl JICUCHHsI, TUarHOCTUKHU
WU TIPO(UIIAKTHKY YKa3aHHOTO 3a00JIeBaHN.

Kak yka3zaHo B oT3bIBe, (papmalieBTHUYECKHE KOMIIO3MIIUHU, COJEpIKaIllne
coenuaenne 1 B komOuHaimu ¢ coenuHenuem Il n/mnn coenunenueMm I, Oputn
MOJYYeHbl W HCCIEIOBAaHbl Ha BIMSHUE Ha TPAHCIOPT XJOPHUAOB, a TaK¥kKe
nporeccuur u murparuio F508del-CFTR in vitro. Pe3ynbrarel mcciemoBaHui
npencrasiieHsl B [Ipumepax G u G2 onmcaHus K OCIIapuBacMOMY NIATEHTY.

Kpome Toro, mo MHEHHMIO TMAaTEHTOOONaaaTeNs, OMNHCaHUuE K
ocrapuBaeMoOMy NaTEHTY (M MaTepHasbl 3asIBKH) COACPKAT BCe HEOOXOIUMBIS JIJIs
OCYILIECTBJICHUSI CIIOCOOOB JIEUEHUSI MYKOBUCIIMA03a CBEAEHUS (CM. HalpuMmep, C.
23-24 ocmapuBaeMoro MmaTeHra).

Bmecte ¢ Tem mareHToOOJamaTrelh OTMEYaeT, YTO JOCTH)KCHHE
TEXHUYECKOTO Pe3ysbTaTa TaKXe IMOJHOCTHIO MOJATBEPKICHO MEePBOHAYAIBHBIMU
MaTepuagaMy 3asiBKU 1 OMMUCAHHWEM K OCTIapuBacMOMY IaTEHTY.

Taxxe mareHTooOIagaTeIb OTMEUET, YTO COTJIACHO IOJIOKEHHSIM
EBpa3uiickoro MaTeHTHOr0 3aKOHOJATEIILCTBA HM300PETCHUE HE MPU3HACTCS
HOBBIM, €CJIM B IIPEIIICCTBYIOIIEM YPOBHE TEXHHMKH BBISBJICHBI CBEICHUS OO0
00bEKTe, KOTOpbIH HWMEeT TPHU3HAKW, MACHTUYHBIE BCEM  IMPU3HAKAM,
coJiep KalIuMcsl B HE3aBUCUMOM ITYHKTE (POPMYJIBI U300PETCHHUS.

[lo MHeHMIO TIaTEHTOOOJIaaTesss, COeIWHEHHE 1 He pPacKphITO B
nyomukanuu [1]. B myHkre 1 yka3aHHOW NyOJIMKaluu TPHUBEICH TEPEYCHb
BO3MOYKHBIX 3HAYEHUM PaJIUKAJIOB M 3aMECTUTEJIEH, HO HE PaCKPbIThl KOHKPETHBIC
WHIVBHUAYyalIbHBIE coequHeHus. CrienoBaTebHO, 10 MHEHHUIO TATEHTO00J1a1aTeNs,
B MIPEAIICCTBYIONIEM YPOBHE TEXHUKH HE BBISBICH OOBEKT, MMEIOIINMA MPU3HAKH,

HIACHTUYHBLIC BCCM IIPHU3HAKAM 3as1BJICHHOI'O BCIICCTBA.



JloBo BO3pakeHUs O TOM, YTO CUHTE3 COCIMHEHUSI | OUeBUEH U3 00IIei
CXEMbI CHHTE3a COEIWHEHUM, MPEJCTABICHHOW B IMyOJHMKanuu [1], MO MHEHHIO
MaTeHTO00IaaTelNs, UMEET UCKIIOYUTEILHO JACKIapaTUBHBIM XapaKTep, a CChUIKa
Ha cuHTe3 coemmHenuit 1975, 1114, 2578 u 2690, oTaudarommxcs IO
XUMHUYECKOM CTPYKTyp€ OT COEJUWHEHUA IO OCIHapUBAEMOMY  IaTEHTY,
HeyOenuTenbHa, MOCKONBKY KaXKI0€ W3 YKa3aHHBIX coemuHeHmin 1975, 1114,
2578, 2690 uMeeT CylIECTBEHHBIE OTJIWYHUS IO CPABHEHUIO C COCAMHEHHEM | 110
OCITapUBAaE€MOMY MATEHTY.

[lo mHeHuro mnaTteHTOOONAnaTENs, (hpapMalEBTUYECKUE KOMIIO3UIIMM U
CIOCOOBI JICUCHUS, TMpEIJIOoKeHHbIE B (OpMyJie TPYHIbl H300pETEHUN 10
ocrlapuBaeMoOMy MaTEHTY, COAEp>KaT B CBOEM COCTaBe COECJAMHEHHE | W COrJIacHO
nojoxkeHusiM  EBpa3uiickoro maTEeHTHOrO 3aKOHOJATEIhCTBA COOTBETCTBYIOT
YCJIOBHIO IMMATEHTOCIIOCOOHOCTH «HOBHU3HAY.

B oT3bIBE yKa3aHO, YTO TEXHUYECKUU PE3YJIbTAT TPYIIbI U300PETEHUN 110
OoCIlapuBaeMOMY TATEHTY JOJOKEH OBITh OMNpENeNieH, KaKk OO0eCleueHHe HOBOTO
coenunenust 1, mpencrasistoniero coboit moaynsitop CFTR ¢ ymydimeHHbIMU
CBOMCTBaMU. B TMOATBEpKIeHHWE CBOEU MO3UIIMU MaTEHTOO0OJanaTesb MPUBOIUT
konuto orBera 3asButens oT 18.03.2021 3a 3ampoc skcneptusbl EBpasuiickoro
MaTEeHTHOTO BEIOMCTBA, B KOTOPOM OBUIM JaHbl Pa3bsICHEHUs] MO BOIMPOCY O
JIOCTUTAa€MOM TEXHUYECKOM PE3YJIbTaTe.

Taxke, 1O MHEHHMIO TaTeHTOOOJadaTeNsl, CpPaBHHUTCIBHBIC JIAHHBIC,
MPEJCTABIICHHBIE B OCIIAPUBAEMOM MAaTEHTE, MOATBEPKIAIOT, UTO COeAUHEHue 1,
HMMEIOIIEE OTJIIMYUTENbHBIA CTPYKTYPHBIA MPU3HAK (2 UMEHHO, MUPA30JI-IIUPHUINH-
NUPPOJIUINH-TIUPA30JIOBOE SJIPO), MPUIAET €My HEOXKHUJIAHHBIE TEXHUYECKUE
MPEUMYIIECTBA, TTOCKOJIBKY MPUBOAUT K MOJIYUYCHHUIO YIYUYIIEHHOTO MOJIYJISITOpa
CFTR, o60nagaromero 3HAYMTCIBHBIMH W HEOXKHUJAHHO  IPEBOCXOIHBIMHU
MoKazaTeas Ml MeTa0oIM3Ma, IMPOJIEMOHCTPUPOBAHHBIMU B HCCIEIOBAHUSIX Ha
renaToIMTax M KIMPEHCca KPhIC (CTaHIAPTHBIM METOM B JTAHHOW O0JaCTH TEXHUKH

JUIsl TIPOTHO3WPOBAHUSI BBIBEACHUS Yy JIOJIEH), TOCKOJbKY coeauHeHue |



JEMOHCTPUPYET MNPEBOCXOJHBIE IMOKA3ATENH, XapaKTEPU3YIOLIUEe METa00IH3M U
BbIBEJIcHUE (2 WMEHHO, Oojee MEJUICHHBIA MeTa0oJM3M U BBIBEICHHE), IIO
CpaBHEHHIO C COCTUHCHUSIMU, PACKPBITHIME B ITyOukammu [1].

[TaTenTooOnanarenb OTMEYAET, YTO BCE MPECTABICHHBIC BBINIE JOBOBI
OPUMEHUMBI U 11 0OOOCHOBAHUSI COOTBETCTBHS YCJIOBHUIO MATEHTOCHOCOOHOCTHU
«M300peTaTeIbCKUil YPOBEHBY JACUTEPUPOBAHHOTO MPOU3BOAHOTO COCAMHEHUS |
U ero (apMaleBTHUECKH MPUEMIIEMOM COJIM, KOMIO3UIMH HAa WX OCHOBE U
CIIOCOOOB JICUCHHUS.

B koppecnongenuuu, nocrynuBmed 13.09.2023, nuioMm, nogaBmmm
BO3pake€HUE, ObLI IPEACTABIIEH OTBET HA OT3bIB NATEHTOOOIaAaTesl.

K oTBeTy npuioxeHsl caeayomue MaTepuabl (KOUn):

- yueOHuk «KinmHunueckas dapmakonorus» noxn peaakuuen akaa. PAMH
npod. B.I'. Kykeca, 2012, C.63-65 (nanee — [3]);

- yuebHo-MeToanueckoe nocobue JI.B. IlpoxkodreBa u ap. «Kypc nexumii
o oOmied GapMakonorum», YabSHOBCKUI rocyqapcTBEeHHBIN yHuBepcutet, 2017,
¢.22-26 (nanee — [4]);

- 3axmoyeHue mnpodeccopa Illumanosckoro H.JL., 3aB. kadeapoi
MoJIeKyIsspHOil  (papmakosmorun u paauodmonmoruu um. akna I[I.B. Cepreesa
«PoccHiicKkoro HalMOHAIBHOTO UCCIIEA0BATENBCKOTO MEAUIIMHCKOTO YHUBEPCUTETA
um. H.W. [Tuporosa, uinen-kopp. PAH, nok. mez. Hayk (manee — [5]).

JIOBOJBI TEXHUYECKOTO XapaKTepa B OTHOIIEHUH HECOOTBETCTBUS YCIOBHIO
MAaTEHTOCIOCOOHOCTH «HOBH3Ha» TPYMNbl COCAUHEHUH IO OCHApUBAEMOMY
MIATEHTY 1O CYLIECTBY IMOBTOPSIOT JOBOJbI BO3PAKEHUS.

BmecTe ¢ TeM B OTBETE OTMEYEHO, 4TO (hapMalEeBTUUYECKH MpHUemieMast
COJIb COENMHEHMS] 1 TO He3aBUCMMOMY MNYHKTY 13 QopMysbl ocrnapuBaeMoro
[IATEHTa SBIAETCA HEUTPAJbHOW, TPAAMIMOHHO MCIIOJIb3yeMOM, COJIBIO IS
M3BECTHOTO COCIMHEHUS U JJIS CTICIMAIIMCTA B JAHHOW 00JIaCTH TEXHUKHU SIBISIETCS
PYTUHHOW TIPOLEAYypOl BBIOpaTh MOAXOASIIYIO coib. COOTBETCTBEHHO, TIO

MHCHHIO JIMIA, IIOAAaBHICTO BO3PAXKCHHUC, (I)apMaHeBTI/I‘-IeCKI/I npucmMmiicMasa COJIb



coequHeHus | Mo He3aBUCUMOMY IYHKTY 13 ¢opMysibl ocriaprBaeMoro mareHTa He
COOTBETCTBYET YCJIOBHIO MATEHTOCIOCOOHOCTH «HOBU3HAY.

B oTHOIIEHNH HECOOTBETCTBHSI TPYIIBI H300PETEHU MO OCIIApUBAEMOMY
MaTeHTy YCIOBHUIO MAaTEHTOCIOCOOHOCTH «U300peTaTeNbCKUii YPOBEHbY JIUIIO,
NoJIaBIliee BO3paKEHUE, MO MPEKHEMY HACTaMBaeT HA TOM, YTO COequHEHue 1 u
€ro TMPOU3BOJHBIC HE MPOSBISAIOT KAKUX-THMOO HOBBIX CBOMCTB, OTIMYHBIX OT
CBOMCTBA MOIYJSITOpa TpPaHCMEMOpaHHOW MPOBOJUMOCTH  JUJISl  JICUEHUS
MYKOBHCIIM1034.

[Ipy »TOM nHIIOM, TOJABIIMM BO3pPAXECHHE, MOAYEPKUBACTCS, UTO
NIEYCHOUYHBI KJIMPEHC HE SBISETCS HOBBIM WM YAYUYIIEHHBIM CBOMCTBOM
MOZYJISITOPA PETYIATOPA TPAHCMEMOPAHHOM TPOBOJUMOCTH.

[lo MHEHMIO JHIla, MOJABIIETO BO3PAXKECHHE, IEYEHOUYHBIM KIMPEHC
npefcTaBisieT coboi (apMakoIOTUYECKHM TMOKa3aTellb, KOTOPBIA HE CBA3aH C
KaKUM-THOO  CBOMCTBOM, OTHOCAIIUMCS K  OHMOJIOTUYECKOW  aKTHBHOCTHU
coequHeHus. [Ipyu 3ToM oTMeUueHo, YTO CylecTBYeT psj (aKTOpOB, BIUSIOLUIUNX Ha
3HAYCHHE TEYCHOYHOro KimpeHca (cMm. yueOHMK [3] m mocobue [4]), ¢ yderom
KOTOPBIX II€YEHOUYHBIM KIMPEHC HE HMEET MNpPsIMOM CBSI3M C BEIWYMHOU
cnierupuuecKoi (bapmMaKoIOoTHYeCKOM aKTUBHOCTHU MOZYJISITOPOB
TpaHcMeMOpaHHOTO Oeyika (UOpPOOIACTOB, TaK Kak KIUPEHC B TenaToluTax
OTpeeNsieTCs APYTUMHU TPAHCIIOPTHBIMU OEITKaMH.

B otHomeHun naHHBIX B TaOmuie 9 B OMUCAaHUU K OCIIAPUBAEMOMY
MaTEHTY B OTBET€ OTMEYEHO, YTO B OTCYTCTBHUM CTaTUCTHYECKOW 0OpabOTKH
JTAHHBIX HEKOPPEKTHO CYIUTH O JIOCTOBEPHOCTH OTINYNI B 3HAYCHHUH KIIMPEHCA.

B noarBepxkaeHue CBOMX JOBOAOB JIMIO, I[IO/ABIIEE BO3pAXKEHUE,
NPUBOIUT 3aKitoueHue nmpodeccopa Ilnmanosckoro H.JL. [5].

denepanbHOi CiTy:k00M MO HMHTEIEKTyaJbHOM COOCTBEHHOCTH (Janee —
Pocnarent) 6nu10 npunsiTo pemenue ot 17.11.2023: «oTka3atk B yI0BIETBOPEHUU
BO3paxkeHusi, nmoctynusiiero 22.02.2023, neiictBue Ha Tepputopun Poccuiickoit

deneparuu eBpa3uiickoro nareHTa Ha n3odperenre Ne 39280 ocTaBUTh B CHIICY.



He commacuBmiucs ¢ pemenueM Pocnarenta ot 17.11.2023, nwuno,
nojiaBiiee Bo3pakeHue, ooparuiiocs B Cyll 0 MHTEUIEKTyaIbHBIM TpaBaM (Jajee
CHUII) c¢ 3asgBieHMEM O TMPU3HAHMM YHOOMSHYTOro pemleHus PocnareHra
HenelicrBuTenbHBIM. Pemmerriem CUIT ot 17.06.2025 mo memy Ne CUII-169/2024
TpeOOBaHUsI JIMIIA, TMOJAABIIETO BO3Pa)KEHUE, OBUIM YIOBIETBOPEHBI U pEUICHUE
PocnarenTa ot 17.11.2023 npu3HaHO HENEWCTBUTEIBHBIM.

Ha nganmnoe pemenne PocnareHToM, EBpa3zuiickol  MaTeHTHOMU
opraHu3anue u oOIIECTBOM C OTPAHUYEHHOU OTBETCTBEHHOCTHIO «MenuinHcKas
ucciaenoBareinbckasg koMmanus «MUK» Obpuin momaHbl KacCalMOHHBIE KaJIOObI B
[Tpe3uauym Cyna o MHTEIUIEKTYaJbHBIM IIpaBaM, MO pe3yjabTaTaM PacCMOTPEHUS
kotopblx, Ilpesupuym Cyma 100  MHTEUIEKTyalbHBIM  IIpaBaM  CBOUM
noctranoBneHuem ot 06.10.2025 mo gemy Ne CUII-169/2024 mocraHOBHII
KacCaIlMOHHBIE 5KaJI00bI YOBIETBOPUTH YaCTUYHO.

Pemenne Cyna mo uHTEIeKTyalbHBIM mnpaBaM oT 17.06.2025 mo nemy
Ne CUII-169/2024 wu3MeHUTH, H3JIOKHUB ab3al] BTOPON PE30IIOTUBHON YacTu
CIEMYIOIMNM 00pa3oM:

«IIpuzHate pemienne DenepaabHON CIOYKObI MO0 HMHTEIUICKTYaJbHOU
cooctBenHoct ot 17.11.2023, mnpuHATOE 1O pe3yjabTaraM pPacCMOTPEHHUS
noctynusuero 22.02.2023 Bo3paxkeHUsT NPOTHB JACUCTBHS HA TEPPUTOPUU
Poccuiickoit ®epepanuu eBpasuiickoro mnareHta Ne 39280 Ha wu3obpereHue
HEJACHCTBUTENBHBIM KaK HE COOTBETCTBYIOIIEE TMOJOXKEHHSIM CcTaTbu 6
EBpasniickoit nareHTHOM KOHBeHIMH OT 09.09.1994, nynkra 1 IIpaBuna 3, myHkTa
2 IlpaBuna 47 IlateHTHON MHCTpYyKUMH K EBpa3uiickoil MaTeHTHOW KOHBEHIIMH,
YTBEPKIACHHON  AJIMHUHUCTPAaTUBHBIM  COBETOM  EBpasuiickoi  MareHTHOU
OpraHu3aliy Ha BTOPOM (1epBoM odyepenHoMm) 3acenanun 01.12.1995y.

B ocrampHOil wactu pemenne CHUII or 17.06.2025 mno pgeny
Ne CUII-169/2024 octaBneHo 6e3 u3MEeHEHHUS.

N3 pemenus CUII ot 17.06.2025 wu noctanosnenuss CUIT ot 06.10.2025

ClemyeT, YyTo mpu OpuHATUU pemieHus ot 17.11.2023 PocnaTeHTOM HpH OLIEHKE



COOTBETCTBHUSI TPYIIBl H300pETEHUI 1O OCMapUBaeMOMY IMaTEHTY YCJIOBHIO
NaTeHTOCIOCOOHOCTU «HM300PETATENbCKUI YPOBEHBY» ClIEIaHbl MPEKIEBPEMEHHbBIE
BBIBOJIBI, KOTOpbIE TPEOYIOT OLIEHKM IO HaJJIeKalleil METOJNOJIOTUH, MPU 3TOM
HE00XOIUMO ONPENEHUTH CIEAYIOIIEE:

1. YcraHOBUTH MoAnajaeT v MHAUBUAYAIbHOE COEIUHEHME IOJ OOIIyIO
CTPYKTYPHYIO (POpPMYITy TPyIIIbl U3BECTHBIX COCAUHEHUH.

2. Eciim ma, TO OpOSBISAET JIM OHO HOBBIE, HEHU3BECTHBIE JUISI I'PYIIIBI
CBOMCTBA B KAUECTBEHHOM W/WJIM KOJIMYECTBEHHOM OTHOLICHUH.

HeobxomuMocTh  paccMOTpeHHsT BTOPOro  Bompoca (NMpOSBIAET  JH
COEIMHEHNE HOBBIE, HEU3BECTHBIC JUJISl TPYMIbl CBOWCTBA B KAUECTBEHHOM W/WJIH
KOJINYECTBEHHOM OTHOILIEHWHU) CJIEAYyeT TOJBKO B TOM CJIy4ae, €ClM Ha MepBbIA
BOIIPOC JaH IOJIOKUTENBHBIN OTBET.

IIpu 3TOM Cyn NepBOM HMHCTAaHIMM YCTAHOBWJI, YTO 3HAUEHUs KIMPEHCA
renaTolMTOB HE MOTYT PAacCMarpUBaTbCs B KA4ECTBE HOBOTO M HEWU3BECTHOTO
CBOMCTBA COCIMHEHHU 1 B KAYECTBEHHOM WJIA KOJINYECTBEHHOM OTHOLIEHUH.

B xone paccMoTpeHnus iena cya NpUBJIEK K YYACTHIO B IPOLECCE MO JIETy B
Ka4yecTBe cnenuanucra copeTHuka Cyna o MHTEUIEKTYalIbHBIM MpaBaM fkoBiieBa
Pycnana IOpbseBrua, kaHau1aTa XUMUYECKUX HayK.

B xoppecnonaenimu, nocrynusiieit 04.12.2025 (cMm. Takke NpUIOKEHUE
Nel x mpotokony 3acemanmsi, Kojieruu, cocrosiBimierocs 10.12.2025) or nwia,
IIOJIABIIETO BO3PAYKEHUE, ITPUBEICHBI ITOSICHEHMS, IIOATOTOBJICHHBIE HA OCHOBE U C
Y4ETOM JIOBOJIOB, U3JIOKEHHBIX B cyfAeOHbIX akTax CHUIIL.

B mnosicHeHusix nmio, mojaBilee Bo3pakeHHE, oOpallaeT BHMUMAaHHUE Ha

cienyrouuil GparMeHT B CTPYKTYpE COeIMHEHUsI 1 10 OcrapruBaeMoMy MATEHTY:
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[Ipu 3TOM OTMEUYEHO, YTO B MAaTEHTHOM JAOKyMeHTe [1] maHHblii pparmeHT

COOTBCTCTBYCT 3HAYCHUIO JOIIOJHHUTCIIBHOIO 3aMCCTUTCIIA Y Rl, PACKPBITOMY B



naparpade [0028] (c. 6-7). Taxxke ormeueHo, uto coracHo naparpady [0077] (c.
20-24) u nyukry 16 ¢opmyasl [1], pagukan R; mnpeacraBieH He MPOCTO

MUPA30JbHBIM KOJIBIIOM, a MPEJCTABISIET CO00M OAHY W3 HIKENPUBEACHHBIX

CTPYKTYP:
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B KOTOPO#, coracHo ycioBusiM u3 naparpada [0028], ankokcu-rpyIa 3amenieHa
aromamu  ¢rTopa  (TasoreHoM) WM QTOPATKUIOM  (TpUPTOPMETUIIOM),
COOTBETCTBEHHO.

[Io MHEHUIO JMIa, MOAABIIETO BO3PAKEHUE, HAMOOJIee TOUYHO CTPYKTYpPY
coequHeHus 1 ommchiBaeT obmias ¢opmyna Ib-ix (maparpad [0411] (c. 197), B
KOTOpOM 3HaueHue paaukaia Rs, coorBerctBytoiee rpymne «3,3,3-tpudrop-2,2-
JTUMETHINPONIOKCH» B coeuHeHuu 1, packpeiBaetcs B maparpade [0411] (c.198) B
Buje 3HadeHus mnpuszHaka «C;-Cg ¢rTopanmkokcu», a Takke B BUJEC 3HAYCHUS
npusHaka «(Ci-CoankuieH)-Ry, tme mo dverbipex 3BeHbeB CH, HezaBHcHMO
3ameHeHbl Ha O, a R, npencrasinsier codoit CFa.

Bmecte ¢ TeM, B IOSICHEHUSIX JIMIIOM, TIOJIaBIIUM BO3PaKEHHUE, OTMEUECHO,
YTO COEIMHEHHE 1| 1O ochmapuBaeMOMY [IaTeHTy HE TMPOSBISIET HOBYIO,
HEU3BECTHYIO OMOJOTUYECKYIO aKTUBHOCTh TI0 CPABHEHHIO C AKTUBHOCTBIO TPYIIITHI
COCJIMHEHUH, N3BECTHOW W3 MATEHTHOTro JOKyMeHTa [l], MOCKONbKY omucaHue K
oCrapuBacMOMy TaTCHTY, BKJIIOYas JaHHble W3 TaOmmuel 9 (¢.133-138) He
cozepkar MHPOPMAITMI0O O KAKUX-TMOO HOBBIX CBOWCTBAX B KAYECTBEHHOM WU
KOJUYCCTBEHHOM OTHOIICHUU, y COCAWHCHHS | B CpaBHCHHUH C JPYTUMHU
COCMHEHUSAMHU TOM K€ TPYNIbI, MOANAAAIOMIMMH IO OOIIYI0 CTPYKTYPHYIO
(GopMyITy, U3BECTHYIO U3 MATEHTHOTO JIOKyMeHTa [1].

B mosicHeHMSX TpUBEACHBI JOBOABI B TMOMJACPKKY TAaHHOW ITO3WIINH, a
TaK)ke TMPOIMTHPOBAHBI OTBeTHl crenuanucta SAxosmeBa PHO. B oTHomenun

OMOJIOrMYeCKOM aKTUBHOCTH COCIUHCHUA 1.



Ha 3aceganuu komneruu, cocrossemcs 10.12.2025 (cMm. npunoxxenue Ne2
K TPOTOKOJIY 3acedaHusl, KOJUICIMH) MaTeHTOOOJaaaTesieM ObLIH IMPEICTaBICHBI
MOsICHEHUS 10 ey, B cBs3u ¢ pemeHueM CUII ot 17.06.2025, nocranoBieHneM
npesuauyma CUIL ot 10.10.2025, 1 nUCbMEHHBIMHU MOSCHEHUSIMA OTNIIOHEHTA OT
04.12.2025.

B mnosdcHeHHsIX mareHTooONanaTeNnb YKa3bIBAa€T, YTO COEIUWHEHHE 1 1o
HE3aBUCUMBIM TyHKTaM 1, 2 u 3 ¢dopMmylibl ocapuBaeMoOro MareHTa IMOANaaaeT
noji OOIIYyI0 CTPYKTYpHYIO (OpMyay Tpynmbl H3BECTHBIX U3 MaTEHTHOTO
nokymeHTa [1] coenuHeHuil B onpeeeHHON KOMOWHAIMY MPU3HAKOB, C YYETOM
packpbITusi B MyHKTE | (opmynbl HM300peTeHHUs] MAaTEeHTHOIO JOKyMeHTa [1] u
naparpada [0028], mpouUTHPOBAHHOTO Ha C. 12 TOCTAHOBICHUS NPE3UIAUYMa
CUIL.

Kpome Toro, B MOSICHEHHSIX yKa3aHO, YTO COE€AUHEHUE | B ocriapuBaeMoMm
MaTeHTe NOoANaAaeT Moj OOUIYI0 CTPYKTYPHYIO (pOpMyiy TIpyIIlbl U3BECTHBIX M3
NaTeHTHOro JOKyMeHTa [l] B ompeaeneHHOM KOMOMHAIMM MPU3HAKOB, C YYETOM
CBeIeHUH, packpbIThix B maparpade [0411], npouutupoBanHoro Ha c. 12
nocra”oBieHus npesuauyma CUIIL.

Takum 00pa3oM, B TMOSICHEHUAX IMATEHTOOOJAaTeNlb COOOIAeT, YTO C
yuetoMm ykazanuit CUIl u npesupuyma CUIl o HEOOXOAMMOCTH TMOBTOPHOIO
UCCJIEIOBAaHUsI BOIpOCAa O TOM, MOANAAAET JU COEOUHEHHE | ocrnapuBaeMoro
HaTeHTa Moj OO0y CTPYKTYpHYIO (pOpMyny TpYMIbl U3BECTHBIX M3 MAaT€HTHOTO
nokymeHTa [1] coennHeHmii, MEHEHIE TTATEHTOOOIAIATEIIS 3aKITF0YACTCS B TOM, YTO
coequHeHe | moAmagaeT noja JaHHYIO CTPYKTYPHYIO GOopMyIy.

Bmecte ¢ TeM mareHTOOONaAaresnb OTMEYAET, YTO B JAHHOM Clydae He
UMEET 3HAYEeHU s, MOANAAAET JIU coelMHEeHre | Mo 00UIyI0 CTPYKTYpHYIO (hopMyity
COEIMHEHHI W3BECTHBIX W3 MATEHTHOIO JAOKYMEHTa [l], MOCKONbKY OmucaHue
OCITapUBAEMOr0 MAaTEHTa COAEPKUT MCUEPIBIBAIOIINE JAHHBIE, MTOATBEPKAAOIINE
COOTBETCTBHE  0Oojiee  CTPOTUM  TpeOOBaHUSM K  NIATeHTOCHOCOOHOCTH,

YCTAHOBJICHHBIM B eBpa3HﬁCKOM MNaTCHTHOM 3aKOHOAATCJIIBCTBC B OTHOIICHHU



M300peTaTeIbCKOTO YPOBHSL JUISl  CEJEKTUBHBIX HM300peTeHWi. A HMEHHO,
coenuHeHre 1 oOnamaer yaydlIEHHBIMHU TIOKAa3aTeIsIMU TEYEHOYHOTO KJIMpEHCa
(kmupeHca TemarouuMTaMu) 10 CPAaBHEHUIO C HW3BECTHBIMU COCIUHECHUSIMU,
PaCKpBITBIMH B ITATCHTHOM JIOKyMeHTe [1].

[Ipu »TOM maTeHTOOONAAAaTeNh YKa3blBA€T, YTO IOCKOJIbKY pelICHUE
PocnarenTa ot 17.11.2023 010 OTMEHEHO B Cy[IeOHOM TOPSZIKE, a BO3PAKEHUE
OBLJIO HaNpaBJIEHO Ha TOBTOPHOE paccMoTpeHue B PocmareHT, mpu MOBTOPHOM
PAcCCMOTPEHHUH Yy TATEHTOOOJajaTelNs OTNAaNal0T OTPaHUYCHHS Ha pean3aluio
1paBa Ha OIpPEACIICHUE TEXHUYECKOTO pe3yibTrara, KOTOpble, Kak yKa3al
npesuguym CUIL, He umenucey y nareHToo01aaaress Mpu pacCMOTPEHUH criopa 00
ocrapuBaHuM pelieHus: Pocrnarenra B cyie B CUITy TOTO, YTO OH CaMOCTOSITEILHO
HE OCIIapvBaJl HA3BaHHOE PEIICHUE.

Tak, peub UIIET O TOM, YTO TPHU ONPENEIICHUN TEXHUYECKOIO pe3ylbrara,
Ha JJOCTHXKEHHUE KOTOPOTO HAIPaBJICHbl U300pPETEHUS MO OCIMApUBAEMOMY MATCHTY
B noctanoBienun npesuauyma CUII (c.15) cmenan crnenytomuii BeiBoa: «llpu
TOM a0CTPaKTHO BEPHBIM JI0BOJI KAaCCAIMOHHOW »ajoObl MareHTOBJIAAeNblia O
TOM, YTO TOJHKO M UMEHHO €My IPHUHAJJIC)KUT MPaBO ONPEISsATh TEXHUUYECKUN
pesynbrar, npe3uauym Cyna No HMHTEIUIEKTYaJbHBIM IpaBaM HE IPUHHUMAET,
MOCKOJBKY  COOTBETCTBYIOIIMM  pe3yabTaT  ycTraHoBuia  PocmareHt, a
NaTEHTOBIA/EINEL] HE OCIapuBall PEIICHUE aAMUHUCTPATUBHOTO OpraHay.

B oToil CBSI3M M C y4eToM TOro, 4To, MO MHEHHIO TMaTeHTooOIamares,
coenrHeHHe | moamanaer noja oOUIyI0 CTPYKTYPHYIO (OpMYITy TPyl U3BECTHBIX
M3 MATeHTHOro JOKyMmMeHTa [l] coeaumHEHuil, HO OHO HE OIMKCAHO B IMATEHTHOM
nokymeHTe [1] kak conenuasbHO TIOJY4EeHHOE U HUCCIeAOBaHHOE (JJaHHOE
00CTOATENBCTBO ObLIO ycTaHOBJIeHO npesuauymom CHUIT (c.11 mocranoBieHus)),
TEXHUYECKUN PE3ylbTaT U300PETCHUsI, KOTOPBIM MOMJICKUT OIICHKE MPU aHATU3E
M300peTaTeIbCKOTO YPOBHS, 3aKJIIOYAETCsl B TOM, YTO COCAWHEHHE | TpOSBISET
HOBbBIE€, HEU3BECTHBIC JJISI TPYIIbl, PACKPHITOW B MAaT€HTHOM JOKyMeHTE [l]

CBOMCTBA B KOJIMUYECTBEHHOM OTHOLICHUH, 4 UMCHHO, OHO IIPOABJIACT YIIYUIICHHBIC



MOKa3aTeM MEYCHOYHOTO KJIMpeHca (KJIMpEeHCa TernarolMTaMH) MO CPaBHEHUIO C
COEIMHEHUSMHU U3BECTHBIMU U3 TTATEHTHOTO JOKyMeHTa [1].

B yacTHOCTH, B MOSACHEHHUSIX OTMEUEHO, YTO COTacHO Taomuie 9 (KoloHKa
6) nnsa coenuHeHus1 1 3HaYeHUe moka3aressi KIMpeHca rernaroiuTaMy (TemaToUThI
kpoickl CL pct  He uzmenennsie (%)) cocrapusier 66%, 4TO MPEBOCXOUT JTaHHBIN
nokazarenb s coenquaenniit A u B (13 %) B 5 pas, ans coequnenus D (19 %) - B
3,5 paza, a s coenunenus C (6 %) - B 11 pas.

Coenunenust A, B, C u D B Tabmuue 9 omumcaHus K OCIapHBacMOMY
MATEHTY COOTBETCTBYIOT coenuHeHusM 1975, 2578, 1114, 2690, nonyyeHHBIM B
MaTeHTHOM JOKyMmeHTe [1].

Kpome Toro, mareHTo0O/a1aTeIh OTMEUAET, YTO B KOJOHKE 7 TaOmuubl 9
TaKXe TOKa3aH YIYUYIIEHHBIA KIUPEHC W3 IUIa3Mbl KPOBH IPU BHYTPUBEHHOM
BBeneHuu (CL_drg, mu/mun/kr), coctapnsronuit 1,6 mist coequnenus 1 u 17,8 u
29,2 nis coequnenuii A u C COOTBETCTBEHHO, T.€. y coenquHeHus | Huxke B 11 u 18
pa3, uem y coenuHeHud A u C, COOTBETCTBEHHO. [{JI TaHHOTO UCCIEAOBAHUS, YEM
HIDKE TMOJYYCHHOE 3HAY€HUEe, TeM MEIJICHHEE COCAMHEHUE METaboMu3UpyeTcs B
OopraHusmMe.

Bmecte ¢ Tem, mareHTOOONagarenb OTMEYAeT TakKe, YTO KOJOHKa 6
TaOIUIBI 9 JEMOHCTPUPYET MEUCHOYHBIN KIIMPEHC UCCIEAYEMbBIX COSTUHEHUM, YTO
CJelyeT U3 Ha3BaHUs KOJOHKU «Kimpenc rematonutoBy, a 1udpoBbie 3HAYCHUS B
YKa3aHHOM KOJIOHKE OTPa)aroT MPOLIEHTHOE COJEPKAHUE COCTUHEHHI, KOTOPhIE HE
METa0OIU3UPOBAIUCH, U OCTAINCh B HEU3MEHHOM BHJE, a HE MPOIEHTHOE
coJiep’KaHNe HEM3MEHEHHBIX TeMaTOIMTOB, KaK ONTMOOYHO MOCUUTAJ CIEIUATUCT
SAxosneB PIO. Tak, npoueHT ais coeauHeHus 1, KoTopoe 0CTaaoCch B HEU3MEHHOM
Bujie (66%), CYIIECTBEHHO BBIIIE, YeM JIJIsl U3BECTHBIX coeauHeHuid A, B, C u D,
YTO 03HAYAET, UTO COEAMHEHNE | MMeeT HauIy4dlIui (CamMblii HU3KUI) I€YEHOUHbBIN
KJIUPEHC.

N3yunB wMarepuasibl Jejla W 3acilyllaB Y4YaCTHHUKOB PaCCMOTPEHUS

BO3paXXCHU, KOJUICTHUA YCTAHOBUIIA CIICAYIOLICC.



C yuerom pnarel MexayHapomHod momauu (08.12.2017) 3asBkHM, Ha
OCHOBaHMM KOTOpOM OBLT BbIAaH OCHAapUBAEMbId IaTEHT, IpaBoBas 0Oa3a I
OIICHKM TTaTeHTOCIOCOOHOCTH TPYIIIBI W300PETCHH MO yKa3aHHOMY TIaTeHTY
BKJIIOYaeT ynoMsaHyTyro KonseHumio u [lareHTHyro mHCTpyKuuioo K EBpasuiickon
NAaTeHTHOW  KOHBEHIMH,  YTBEPXKICHHYI0  AJMUHUCTPAaTUBHBIM  COBETOM
EBpa3zuiickoii NaTeHTHOW OpraHu3alui Ha BTOPOM (IIEPBOM OYEPEAHOM) 3aCEIaHUN
1 nexabps 1995 r. ¢ UBMEHEHUSIMU U JTOTIOJTHEHUSIMU, YTBEP>KICHHBIMU HA I1€CTOM
(ueTBepTOM OuUEpenHOM) 3acenaHuu AaMuHucTpatuBHOro coera EAIIO 25-26
HOsIOpst 1997 Toma, omuHHAmIaTOM (BOCEMOM OYepemHOM) 3acedaHuu 15-19
okTsi0ps 2001 roma, YeThIpHAAIIATOM (IIECSITOM ouepenHoMm) 3acemanun 17-21
HOs10pst 2003 Toma, ceMHanmmaToM (IBEHAIIIATOM OYepeaHOM) 3acemanuu 14-18
Hos10pst 2005 roma, AeBATHaALATOM (YeTbIpHAAIATOM) 3acenanuu 13-15 HosOps
2007 roga, aBaanaTh IepBOM ( IMIECTOM BHeodepeaHom) 3acemanuu 30-31 mapra
2009 rona, ABaaIaTh TPEThEM (CEMHAIIATOM OUYepeHOM) 3aceqanuu 8-10 HOsOps
2010 roma, aBamare mectoM ( JEBSITHAIIATOM odepenaHoM) 3acedanuu 20-22
HOs10pst 2012 roma, ABaamaTh ceabMOM (ABAAATOM OYEPEIHOM) 3aceqaHuu 6 — 8
HOs10ps 2013 1., ABaAaTh BOCBMOM (JIBaIlIaTh MEPBOM O4YE€peIHOM) 3acenanuu 11 —
13 HOs10pst 2014 1., TpUAIIATH BTOPOM (ZIBaAIIATh TPETHEM OUYEPEITHOM) 3aceIaHum |
— 3 Hos0pa 2016 r., Tpuauarb TpeTbeM (ABaALATh YETBEPTOM OYEPETHOM)
3acenanuu 6 — 7 centsiopsa 2017 r. (manee — [laTeHTHAsS HHCTPYKITHS).

B cootBerctBuu co ctatbeit 6 Konpenunu EBpasuiickoe BeJOMCTBO BbIJIAE€T
€Bpa3UUCKUI TMaTeHT Ha W300pETEeHHE, KOTOPOE SBISECTCS HOBBIM, HMEET
M300peTaTeNbCKU YPOBEHD M MPOMBIIIIIICHHO TPUMEHUMO.

CornacHo  crarbe 10  KonBeHuMu  0ObEM  MPaBOBOM  OXpaHBbI,
NpPEIOCTaBIsIEMOM  €BPAa3UUCKUM  TaTEHTOM,  ompenensercs  Gopmyon
M300peTeHMUS.

CormnacHo crarbe 13 mynkra 1 KonBeHumu J1r000# CrHop, Kacaroluics
JNEUCTBUTENBHOCTH €BPA3UICKOTO IIaTeHTa B KOHKPETHOM JloroBapuBarouiemcs

rocyarapCTBe pas3pcuiacTcsa HallMOHAJIbHBIMHU CylaMu nJIn APYIruMun



KOMIIETEHTHBIMA OpPraHaMHM 3TOr0 TOCydapcTBa Ha OCHOBAaHMM HACTOAILIEH
Konennun wu IlarentHodt wuHCTpykuuu. Pemenue wumeer cuily JMlIb Ha
TeppUTOPHH J{0oroBapHBaIOLIErocs rocyapcTna.

Conmacio npaBwiy 3 (1) IlaTeHTHOH WHCTPYKIIMM B COOTBETCTBHUHU CO
crarbeil 6 KoHBeHIIMM eBpa3uiCKUIl TATEHT BBIJAETCA Ha U300pETEHUE, KOTOPOE
ABIISIETCS. HOBBIM, HMEET H300peTaTeibCKUii YPOBEHb U  MPOMBIIIICHHO
IPUMEHUMO.

N300peTenre mnpu3HaeTCd HOBBIM, €CIM OHO HE SBJISETCA YacTbiO
MPEALIECTBYIOLIETO YPOBHS TEXHUKHU.

OOBEKTHI, ABISAIONIMECS YAaCThIO MPEAIIECTBYIOIIETO YPOBHS TEXHUKH, IS
ONpeJeIeHNs] HOBU3HBI H300pETEHUSI MOTYT YUYUTHIBATHCS JIUILb OTJEIBHO.

[IpenmecTByromnii ypOBEHb TEXHUKH BKJIIOYAET BCE CBEIEHHUA, CTaBILINE
OOLIEeTOCTYIHBIMM B MHUpPE [0 JaThl NOAAYM €BPa3UICKOM 3asBKHU, a €Clu
MCIIPOILIEH TPUOPUTET, - 10 1aThl €€ MPUOPUTETA.

N300peTreHne uMeeT U300peTaTesibCKUil  YPOBEHb, €CIM OHO  JUIA
CHEIHMAIMCTa OYEBHUJIHBIM O0pa3oM HE CIEAYeT M3 MPEAIIECTBYIOIIETO YPOBHS
TEXHUKH.

Cornacto npasmay 21' (3) IlaTeHTHON MHCTPYKLHH €BpasmiicKas 3asBKa
JIOJDKHA PACKPBIBaTh M300pETEHUE JOCTATOYHO SICHO U MOJHO, YTOOBI H300peTeHne
MOTJIO OBITh OCYIIECTBIIEHO CIIELIUATUCTOM.

Cornacro mpaBuiay 23 (5) IlaTeHTHOW WHCTPYKIMH H3JIOKCHHE pasjeia
onucanusi «CymHOCTh H300peTEeHUs» JAOHKHO CIOCOOCTBOBATH IMMOHUMAHUIO
TEXHUYECKOU 3a/1a4M, Ha TOCTH)KEHHE KOTOPOI HaNpaBieHO 3asBISIEMOE pPEIICHHUE.
[Ipu 3TOM yKa3bIBaIOTCSI TEXHUYECKUIN PE3yNbTaT, KOTOPbIA MOXKET OBITh MOJTYYEH
Opy  OCYHIECTBICHUU H300pETeHHs, a TakKXkKe MPEeUuMYyLIeCcTBa 3asBIIIEMOTO
pEIICHHUs IO CPABHEHHIO C MPEAIIECTBYIOIUM YPOBHEM TEXHHUKHU.

CornacHo mpaBuiny 23 (7) IlareHTHOM MHCTPYKUMHM B pas3zesie ONHCaHUs
«CBeneHus, TOATBEPKIAIOIINE BO3MOXKHOCTh OCYLIECTBICHUS HN300pETEHUSD,

IMOKa3bIBACTCA BO3MOKHOCTBH IMOJYUCHHA TCXHHYCCKOT'O PEC3yiibTard, C€CJIM OH HC



BBITEKACT OUEBUIHBIM 00Pa30M U3 CYIIHOCTH H300PETEHUSI.

CornacHo npaswity 47 (1) IlaTeHTHOM HMHCTPYKUMHU B XOJA€ MPOBEIACHUS
EBpa3suiickuM BEJOMCTBOM JKCHEPTH3bl €BPA3UWCKOW 3asBKM 110 CYIIECTBY
MPOBEPSIETCS COOTBETCTBHE MATEpPHAIOB 3asiBKU TPEOOBAHMIO PACKPBITHSA
U300pETEeHUsI C MOJHOTOM, JOCTATOYHOM JIJIsl €r0 OCYILECTBICHUS CIEIUATUCTOM,
ycTaHOBNEHHBIM mpasmiaoM 217 (3) MucTpykimm.

CormacHo mnpaBwiy 47 (2) IlaTeHTHOW WHCTPYKIIMHM TIPH IPOBEPKE
COOTBETCTBHSl  3adBJIICHHOTO U300pETEHUs]  YCJIOBHUIO  IMaTE€HTOCHOCOOHOCTH
«HOBHM3HA» YCTaHABIMBAETCA, SBISIETCA JIM 3asBICHHOE H300pPETEHUE YaCThIO
IPEIIECTBYIOUIETO YPOBHS TEXHUKHU.

N300peTeHne He MPU3HAETCS COOTBETCTBYIOUIUM YCIOBUSM HOBU3HBI, €CITU
B MPEAIECTBYIOIIEM YPOBHE TEXHUKH BBISABICHBI CBEAEHUS 00 0OBEKTE, KOTOPBIN
UMEET TEXHMYECKHE NPU3HAKU, HJICHTHYHBIE BCEM TEXHUYECKUM MPU3HAKAM
M300pEeTEeHHs], COIEPKAIMMCS B HE3aBUCUMOM IYHKTE (POPMYJSIbI H300PETEHHUS.

IIpy mpoBepke COOTBETCTBHUS 3asBIEHHOTO HM300pPETEHHUS YCIOBHIO
MAaTEHTOCIOCOOHOCTH «HU300pETATEeNIbCKUII YPOBEHBY ONPENEISAETCS, SBISETCS JIU
3asBJICHHOE  M300pETeHHEe  OYEeBUAHBIM  JUISl  CIELHMANIUCTA, MUCXOIAd U3
IPEIIECTBYIOLIETO YPOBHS TEXHHUKHU.

C uenbto TOJIKOBaHUA ToNokeHUN KonBeHiuu u l[laTeHTHOM MHCTpYKUIMH
ucnonb3ytorcss IlpaBuiia cocTaBieHus, MOJa4M U PACCMOTPEHUS €BPa3HICKUX
3a8BOK B EBpasuiickoM NareHTHOM BEIOMCTBE, YTBEPKIEHHBIE MPHUKA30M
EBpasuiickoro nmareHtHoro Bemxomctsa 15 despais 2008 r . Ne 4 (BcTynuiiv B CHITY
01 mapra 2008 r.) ¢ UBMEHEHUSMU U JIOMIOJIHEHUSIMH, YTBEepKAeHHbIMU [Ipukazom
EAIIB ot 19 nexabps 2011 . Ne 63, Ilpukazom EAIIB ot 14 utonst 2012 1. Ne 31,
[Mpukazom EAIIB or 27 nekabps 2013 1. Ne 60), nedcTByromde Ha aary
(08.12.2017) nomaum 3asiBKM, Ha OCHOBAaHMHM KOTOPOW OBLI BBIAAH OCHApHUBACMBbIi
nateHT (manee — [IpaBuna EA).

['pynmie n3o0peTennii mo ocrnapuBaeMoMy MMaTEeHTY MpeCTaBIeHa IPaBOBast

OXpaHa B o0beEMeE COBOKYITHOCTHU IIPU3HAKOB, COJCPKAIIUXCA B HpHBeI[eHHOI;‘I



BEITIIE (hopMyIIE.
HezaBucumble myHKTHI | u 3 OTHOCATCA K COCMWHEHHWIO | ciemyromei

CTPYKTYpPBI

[Ipu »>TOM B He3aBUCUMOM TyHKTE | (hOpMylbl OClapuBaeMOro mnaTeHTa
TAaK)K€ YKa3aHbl aJbTEPHATUBBI COCIMHEHHs 1 B BHJE €ro JEHTEpPUPOBAHHBIX
MPOU3BOJIHBIX U (papMalEBUTUYECKHU PUEMIIEMOM COJIH.

HezaBucumblii yHKT 2 (QOpMyJbl OCIIAPUBAEMOTO IMAaTEHTa OTHOCHUTCS K
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HezaBucumeplii nyHkT 13 (opmyiibl ocmapuBaeMoro maTeHT OTHOCUTCS K
(apmalieBTUYECKU PUEMIIEMON COJIU COeIUHEHHUS 1.

HezaBucumpiii nyHkt 4 ¢GopMysbl  ONUChIBaeT (papMaleBTHUECKYIO
KOMITO3MIIMIO Ha OCHOBE COeIMHEHUs | (3aBUCHMBIE MyHKTHI 5-7), HE3aBUCUMBIN
nyHKT 14  onuceiBaeT  (apMaleBTUYECKYI0  KOMIIO3HMIIMIO Ha  OCHOBE
(hapMareBTHYECKU MPUEMIICMOM COJIH COSAMHEHUs | (3aBUCHMBIC TYHKTHI 15-17).

CriocoObl Jile4eHus MyKOBHUCIIHO3a PACKPHITHI B HE3aBUCUMBIX MyHKTax §-

12 u 18 - 21.



AHaJIn3 JOBOJOB CTOPOH, KacalolUXCs COOTBETCTBUS IyHKTOB 5, 6, 15, 16,
17 (bapmaneBTUYECKHE KOMIIO3UIIMH, COJAECPKAIIUE JOMOJHUTEIbHBIA aKTUBHBIN
KOMIOHEHT) U nmyHKkToB 10, 11, 19, 20 u 21 (crocoOsl je4eHus: MyKOBUCIIHI03Q)
dbopMynbl Tpynmbl KM300peTEHU MO OCMApUBAEMOMY IAaTEHTY TpPeOOBaHUIO
PAcCKpBITHST M300pETEHHs C IOJHOTOM, JOCTATOYHOM IJI €ro OCYIIECTBIEHUS
CHEIUATINCTOM, MTOKa3all CIeayIolIee.

B omnuncannu K ocmapuBaeMoMy MaTeHTy (C.5-7) MpUBENEHBI CBEIEHUS O
BO3MOKHOCTH TPUMEHEHHsSI COSAMHECHHUS | B KOMOWHAIMH, 110 MEHBIIECH Mepe, C
OJIHUM JIOTIOJHUTEIbHBIM aKTHUBHBIM (apMalleBTUYECKUM HWHTPEIUEHTOM, B
YaCTHOCTH, B KOMOHMHAuu ¢ coeauaeHueM |l u/mmm ¢ coenuuennem ||,

B Ttabmumax 2-4 onucaHus PacKphIT COCTaB  MJUIFOCTPATUBHBIX
neKkapcTBEHHBIX GopMm, conepxaniux coenudenus Il u 1.

B mpumepax G wu G2 mnpeacrtaBieHbl pe3ylbTaThl HCCIEIOBAHUIN
(hapManeBTUYECKUX KOMIIO3UILIMMA, COAEpKAUIUX COeAuHEHUE | B KOMOMHAIMM C
coenunenueM |l w/mnmu ¢ coenuuenuem |11, Ha BIMsHNE HA TPAaHCTIOPT XJIOPUJIOB, a
Taxxke nponeccunr u murpanuto F508del-CFTR in vitro.

D¢ddextuBHOCTH coequHeHus 1 B kauecTBe MoayisiTopa aktuBHOCTH CFTR
MOATBEP)KJEHA B OINKUCAHUM OCMAPUBAEMOI0 IMAaTE€HTAa SKCIEPUMEHTAIbHBIMU
npumepamu (nmpumepbl A-E, tabnuna 9). Coenunenus Il u |1l usBectHsl B ypoBHE
TexHUuKU B kauecTBe MoayisitopoB CFTR. Ilyomukauuun WO 2011/119984 u WO
2014/014841 (cm. c¢.7 omumcaHWss K OCHApUBacMOMY IMATCHTY) PaCKPBIBAIOT
CBEJICHUS OTHOCUTEIBHO aKTHUBHOCTH coeauHeHus |Il, a »sddextuBHOCTD
coenqunenusa Il B xauectBe monynsitopa aktuBHocTd CFTR m comepxkamux ero
dapmareBTHYECKUX  KOMIIO3UIIMKA  TOATBEpKAeHAa B myOnukamusx WO
2007/134279, WO 2010/019239, WO 2011/019413, WO 2012/027731 u WO
2013/130669 (cMm. c.7 onucaHus K OCIAPUBAEMOMY MATCHTY).

D@ deKTUBHOCTh 3asBJICHHBIX KOMOMHUPOBAHHBIX (apMalleBTUYECKUX
KOMITO3MIIMM I JIEYEHHS] MYKOBUCLMI03a OINPEIEISeTCs, NPEXIe BCEro,

AKTUBHOCTHIO coennHenus 1, kak mogynsitopa CFTR.



Onucanue ocnapuBaemoro mnareHra (c.23-24), a Takxe NepBOHAYAIIbHbBIC
MaTepHalibl 3asBKH, MO KOTOPOM BBbIJIAH OCHApUBAEMBIM IMATEHT, COJEpPKaT BCE
HEOOXOJIUMBIE JJISI OCYILIECTBICHUS CIIOCOOOB JICUEHUSI MYKOBHUCIIU03a CBEJCHUS.
B wactHOocTHM, mOApoOHO  omucaHbl  (hapMalEBTUYECKHE  KOMIIO3UIIUH,
HCIIOJIh3yEeMbIC B 3asIBJICHHBIX CITOCO0AX.

Takum oOpa3oM, B ONHCAaHMM K OCIIAPUBAEMOMY TMAaTEHTy U B
COOTBETCTBYIOIIIMX €My MaTepuanax 3asiBKH, NpeAcTaBiIeHHbIX EBpazuiickum
MaTeHTHBIM BEJOMCTBOM JIJI1 O3HAKOMJICHUS, IPUBEICHBI CBEJICHUS, IOCTATOYHBIC
CIICMAIIUCTY JUIS OCYIIECTBJICHUS H300peTeHMi mo myHkTam 5, 6, 15, 16, 17
(koMmo3uiuu), a takke 1o nmyHkram 10, 11, 19, 20 u 21 (cmocoOwl JeueHus )
dbopMyIIBl OCTapUBAEMOTO TTATEHTA.

Bmecte ¢ TemM HEOOXOAMMO OTMETUTh, YTO JOBOJ BO3PaXEHUS O
HEOOXONIUMOCTH  HAJIMYMs B  ONHUCAaHUM K  OCHApPUBAEMOMY  IAaTEHTY
AKCIIEPUMEHTABHBIX JTaHHBIX, TOJATBEPKIAIONINX CHHEPTEeTHYCCKUH d(DPeKT,
JIOCTUTAEMBbIi TIPH UCITOIb30BaHUN KoMOuHaIui coequaennii 1 m I, 1 u 11, u 1, 11
u Ill, a Takke HSKCIIEPUMEHTAIBHBIX TAaHHBIX, TOJITBEPNKIAONINX aITUTHUBHBINA
s dext komOuHanuu coequHenus 1 u coenuHenus Il Ha MPOIECCHHT U MUTPALTUIO
CFTR, HHKak He BIHMSIET Ha MPOBEPKY MaTEPHUANOB 3asiBKM HAa COOTBETCTBHE
TPeOOBAHUIO PACKPBITUSI U300PETCHHUSI.

[Tynkr 2.5.6.3. IlpaBun EA, pazbpacHsomux nosioxkeHus llarenTHoun
WNHcTpyKiuu, ycTaHaBIIUBAET, YTO:

- ecnu U300peTeHrne OTHOCUTCS K KOMITO3UIIMK (CMECH, pacTBOpPY, CIUIABY,
CTEKJITy M T.I.), IPUBOJSATCS TPUMEPHI, B KOTOPBIX YKa3bIBAIOTCS HWHIPEIAUCHTHI,
BXOJSIIME B COCTaB KOMIIO3UIMU, UX KOJWYECTBEHHOE COOTHOIIEHUE, a TaKkKe
CTPYKTYpPHBIC XapaKTepUCTUKU. OMUCHIBACTCS CMOCOO MOTYYEHUs] KOMITO3UIUH, a
€CJIM OHA COJIEP’KUT B KAY€CTBE MHIPEAUEHTAa HOBOE BEIIECTBO, TO OMHCHIBACTCS
CIoco0 ero MnoJiy4eHus;

- I U300PETEeHMSI, OTHOCSIIETOCS K HOBOMY XUMUYECKOMY COSTUHEHUIO

C YCTaHOBJICHHOM CTPYKTYpOH, IPUBOAUTCS CTPYKTypHas (hopmyiia COeAUHEHUS, a



TakkKe ero  (PU3MKO-XUMUYECKHUE  XapaKTePUCTHKH, HEOOXOAMMBIE  JJIs
uaeHTUGUKAIMK coequHeHusi. Kpome Toro, onmuceiBaeTcsi cnocod, KOTOPBIM 3TO
COCIMHEHHE TIOJYYEHO, MPH HEOOXOAMMOCTH TMOATBEPHKIACTCS BO3MOXKHOCTD
UCIIOJIb30BAHUSI COCAMHEHUS IO 3asBJICHHOMY Ha3HAYCHUIO, a JIJIsi OMOJIOTMYECKH
AKTUBHBIX  BEIIECTB, MPHUBOAATCS  IMOKAa3aTeId WX  aKTUBHOCTH  (TIpHU
HEOOXOMMOCTH - TOKCUYHOCTU W/WIM W30MPATENbHOCTU ACUCTBUSI) U JApYyTUe
MOKa3aTellu;

- eclid M300pEeTeHHE OTHOCUTCS K CPEICTBY MJIA JICUCHHsI, NUAarHOCTUKU
WK TPO(HIAKTUKKA OINpPEACIICHHOr0 3a00JieBaHUsI JIOJEH W JKUBOTHBIX, B
ONMCAaHWU TPUBOMATCA JOCTOBEPHBIC CBEACHUA, TOATBEPKAAIOIINE  €T0
PUTOAHOCTh COOTBETCTBEHHO IS JICUCHUS, JUATHOCTUKH WM MPOPUIAKTUKH
YKa3aHHOTO 3a00JI€BaHMUS.

B cootBerctBuM ¢ nmyHkTtoM 2.5.6.2 IlpaBun EA, B kauecTBe CBEIICHHIA,
MOATBEPKIAIOIINX BO3MOXHOCTh OCYIIECTBJIEHUSI CIIOCO0a, MOTYT NMPUBOJUTHCS
IPUMEPHI pealu3aliu crnocoda, B TOM YKCIIE NPEANOYTUTENLHOTO BapuaHTa. s
M300peTeHus, OTHOCSAUIErocs K CHoco0y  JiedeHus, JAUarHOCTUKH — WJIU
npouIakTUKK 3a00J€BaHUS JIIOACH W KUBOTHBIX, MPUBOASTCS TOCTOBEPHBIE
CBEJICHUs1, TOATBEPKAAIOLIUE MPUTOJHOCTh Croco0a AJid JEUYEHHMs], TUArHOCTUKHU
WK pOoUIAKTUKHN YKa3aHHOTO 3a00JIeBaHUSI.

Kak BuaHO M3 aHaiM3a ONMHMCAHMS K OCIIAPMBAEMOMY NATEHTY TpeOyeMble
CBECHMSI IPUBEACHBI B JOCTATOYHOM 00BEME.

Bmecre ¢ Tem nenecooOpazHO OTMETUTh, YTO TEXHUYECKHH pe3yibTar
TpyNIbl K300PETEHU TI0 OCTIapHBAaEMOMY MATEHTY HE HAIMPaBJICH HA JOCTHUKCHHE
CUHEPTeTUYECKOTO W aJIIuTUBHOTO 3(hdexta xomMOMHAIMU coequHeHuss 1 u c
coenunenusiMu 11 w/mmu 1II. Takum oGpa3zom, TpeOOBaHUs, YCTaHOBJICHHBIC
[MpaBunom 23 (5),(7) ITareHTHON MHCTPYKIIUU COOJTIOCHBI.

B cooTBeTCTBUY C M3JI0KEHHBIM HEOOXOAMMO KOHCTATUPOBATh, YTO TPYIINa
M300pETeHHI IO OCTTApUBAEMOMY TATEHTY, @ UMEHHO M300PETeHHS TI0 TyHKTaM O,

6, 10, 11, 15, 16, 17, 19, 20 u 21 ¢dopMynsl COOTBETCTBYET TpPeOOBAHUIO



PAcKpBITUST M300pETEHUs C IOJHOTOM, JOCTATOYHOM IJIs €ro OCYIIECTBIEHUS
CIICIIMAIMCTOM B JaHHOH 00JIacTH TeXHUKH, onpeaencaromy [Ipasmtamu 21'(3) u
47(1) ITaTeHTHO¥ MHCTPYKIIHH.

AHan3 JOBOJOB CTOPOH, KAacCarOUIUMXCS OLIEHKH COOTBETCTBUSI TPYIIIBI
M300pETEeHUI IO OCMapUBAaEMOMY YCIOBUSAM MHAaTEHTOCIOCOOHOCTH «HOBHU3HA» U
«1300peTaTeNbCKUl YPOBEHbY, TTOKA3all CIeAyIOIIee.

[IpuBriekass ¢ LENbIO TOJKOBAaHHWs IMOJOKEHUM [laTeHTHOM WHCTpyKUMH
yKa3aHHbIe B npaBoBoi 0a3e IIpaBuna EA, HE0OXOAMMO yTOYHUTH, YTO COTJIACHO
nyHkty 2.5.4.3 IlpaBun EA s XapakTEpUCTUKU XUMUYECKOTO COEAUHEHUS C
YCTAaHOBJICHHOW CTPYKTYpPOM HCIONB3YIOTCA MPU3HAKH, OIPEACIAIONINE €ro
XUMUYECKUN COCTaB, T.€. aTOMBI OIIPEACIICHHBIX JJEMEHTOB W HUX YHUCIO U
CTPYKTYypa CO€IUHEHUS.

CornacHo nyskrty 5.7 IlpaBun EA, ecnu BXOASIIMI B COCTAaB TPYIIIbI
M300pEeTeHN NPOAYKT MPU3HAETCS COOTBETCTBYIOIIMM TPEOOBAaHUIO HOBHU3HBI, TO
TaKhe U300peTeHMs] TpyNIbl, KaK CIoco0 TMOJy4YeHUs MpOaYyKTa, CIocoO0,
MpEeAyCMaTPUBAIOIINIA HMCIIOJNb30BAaHUE MNPOAYKTa WM €ro INpuUMEHEeHHe, O0e3
JOTIOJIHUTEIHHON POBEPKU CUUTAIOTCS YIOBJIETBOPSIOLIMMH 3TOMY TpeOOBaHHUIO.

N3 ny6nukauuu [1] u3BecTHa rpynna COEAMHEHWH, MMEIOIIHUX OOIIYIO

CTPYKTYypYy |

= {Ralp

B KoTOpo# KoJiblia A, B, C 1 ux 3aMecTUTe I UMEIOT OOJIBIIIOE KOJIUYECTBO

AJIbTCPHATUBHBIX 3HAUCHUM.



[Ipy »>TOM COEIMHEHWE CTPYKTYpPbl, COOTBETCTBYIOIIEH CTPYKTypE
coenuHeHus | Mo ocmapuBaeMOMYy MAaTEHTY, €ro (apMaleBTUYECKU MPUEeMIEMON
COJIM U JIEUTPEPUPOBAHHOMY MTPOU3BOJIHOMY, B ITyOsukanuu [ 1] He mojiydanu u He
uccienoBaiu. COOTBETCTBEHHO, CHUHTE3 COEAMHEHUS | M ero mpou3BOAHBIX
(meWiTepupoBaHOE NPOU3BOJHOE U (papMAUEBTUYECKH NPHEMIIEMAsl COJIb) 10
OCapuBaeMOMY IMAaT€HTy U €ro (U3NKO-XMMHUYECKHE XapPAaKTEPUCTUKH B
myonukaruu [1] He mpeacTaBIeHBI.

Takum oOpa3oMm, coeauHenue 1 u ero mpousBogHble (MyHKTHI 1-3, 13
dbopMyIBl OCTTapUBAaEMOro MaTeHTa), KOMIIO3UIIUUA Ha UX OCHOBE (IyHKTHI 4-7, 14-
17 dbopmynbl) U ciocoObl JIeUeHUsI, OCHOBAHHBIC HA NMPUMEHEHUU COCIUHEHUS 1,
€ro MPOU3BOJHBIX M KOMIIO3HUIMI Ha X OCHOBE (MyHKTHI 8-12, 18-21 dhopmyisr),
HE M3BECTHbl M3 MyOiukauuu [l], cienoBarenbHO, Tpynmna H300pETEHUH IO
OCTIapUBAaE€MOMY  IaTE€HTy COOTBETCTBYIOT  YCIOBHUIO IaT€HTOCIOCOOHOCTU
«HoBU3HaY (mpaswio 3 (1) [TateHTHON MHCTPYKIIUM).

B oTHOmIEHNM COOTBETCTBUSI T'PYIIIBI M300PETEHUI MO OCMAPHUBAEMOMY
MAaTEHTy YCIOBHUIO MATEHTOCIMOCOOHOCTH «U300pETAaTEeNbCKUl YPOBEHb», TO C
y4eTOM MPEANUCaHu, U3IOXKEHHBIX B cyAeOHbIx aktax CHUIIL, mpu moBTOpHOM
pPacCMOTPEHHUH JAOJKHA OBITh NMPUMEHEHAa NEHCTBYIOLIAs METOJOJIOTHS MU JaHa
HaJUIeKamas OleHKa JOBOJaM BO3pPAXEHUsS, MPU 3TOM B CyAEOHBIX aKTax
KOHCTaTUPYETCs, YTO HEOOXOAUMO OINPEAEIUTD CIEeAYIOLIEe:

1. YcraHoBUTh moanagaeT Ju MHAWBUIYAJTbHOE COEIUHEHHE O] OOIIYIO
CTPYKTYpPHYIO (OpMyily TPYIIbl HU3BECTHBIX COCAMHEHHM, PACKpHITOH B
MaTeHTHOM JIOKymeHTe [1].

2. Ecnu nma, To mposiBISET JM OHO HOBBIE, HEW3BECTHBIC JIsI TPYIIIBI
CBOMCTBA B KAUECTBEHHOM W/MJIM KOJTUYECTBEHHOM OTHOIICHHH.

HeobxoaumocTh paccMOTpeHHsT BTOpPOro  Bompoca (TMPOSIBISET iU
COEIMHEHHE HOBBIC, HEM3BECTHBIC JJISi TPYIIbl CBOMCTBA B KAUECTBEHHOM W/WJIH
KOJINYECTBEHHOM OTHOIIIEHUH) CJIEAYET TOJbKO B TOM CIlydae, €CJIM Ha IEpBbIN

BOITPOC JaH MOJOXKXUTEIbHBIA OTBET.



[Ipu 3TOM CyI NMEepBOM MHCTAHLMU CUEJ B MOJHOM Mepe 00OCHOBAaHHBIMH
NOBOABI JIMIA, MOJABIIETO BO3PAaXXEHHE, O TOM, YTO 3HAYEHUS KIUPEHCa
renaToluTaMy HE MOTYT pacCMaTpHUBATHCS B KaueCTBE HOBOTO W HEU3BECTHOIO
CBOMCTBa coe/lMHEHUs | B KaUeCTBEHHOM MJIM KOJMYECTBEHHOM OTHOIIeHUH (c.17
pemenuss CUTI).

B cyneOHBIX akTaXx KOHCTaTUPOBAHO, YTO B pelleHuu PocmareHta cuenaH
MPEXKIECBPEMEHHBIN BBIBOJI O TOM, YTO CO€IMHEHHE | MO OCcrapuBaeMoMy MaTEHTY
HE TIOJAaeT IO TPYINTY U3BECTHBIX M3 MTATEHTHOTO JIOKyMeHTa [1] coenHeHMiA.
IIpu 3TOM Cyn mEepBOM MHCTAHUMUHM OTHECCA KPUTHUYECKHA K BBIBOJY CHEIUAIMCTa
AxosneBa P.IO., cormacuBmierocs ¢ NaHHOW OIIEHKOW, CHIEIIAHHOW B PEIICHHUH
Pocnarenra.

[Ipu 5TOM HEOOXOAMMO OTMETUTH, YTO MPH MOBTOPHOM PACCMOTPEHUU
naTeHTooONanaTeab  (SBISETCA — MATEHTOOONajaTelieM  TakXe  MaTEHTHOTO
nokymeHnta [1]) OTHOCHTENBHO TOTO, TOANAAaeT JIA COCIuHEeHHEe 1 1o
OClapuBaceMOMY TMaTEHTy TOJA OOIIYI0 CTPYKTYpHYIO GOpMyildy TpyMIbl
COCIMHCHHM COTJIACHO MAaTeHTHOMY JOKYMeHTY [1], cuuTaer, uyto coenunenue I mo
HE3aBUCHMBIM ITyHKTaM 1, 2 ®w 3 moamamaer IMoj YNOMSHYTYH OOIIyIO
CTPYKTYpHYIO (hOPMYITy TpYyNIbl U3BECTHBIX COCIUHEHUMN, C YUETOM PACKPBHITHS B
nyHkTe 1 ¢opmynbl uzobperenus [1] u unbopmarmu, packpsiToit B maparpadax
[0028] u [0411] onncanus maTeHTHOTO JoKyMeHTa [1].

[lenecooOpa3Ho OTMETHTh, YTO TIPU ONPECICHUH TOMAMANACT JIH
coefHeHue 1 Mo rpyIy U3BECTHBIX M3 MATEHTHOTO AOKyMeHTa [1] coennueHwmii
Ipyu TIEPBOM AJIMHUHUCTPATUBHOM PACCMOTPEHUHU CIIOPHBIM SIBJISUIOCH TOJBKO
omnpenelieHHe paaukana R; B CTpykType TpyIlIbl COECIMHEHH OMUCHIBAEMBIX
oOmiet  CTpyKTypHOUW  ¢opMyJiol B  NIPOTUBOMOCTABIEHHOM  HMCTOYHUKE
uHpopmaIuu.

B dactu mnoamagaroT nM  Ipyrue paaukaigbl MOJ COOTBETCTBYIOIIUE
3HAYCHUS 3aMECTUTENeH B 00IIel CTPYKTYpHOU (hopMyIie COeTUHEHNN N3BECTHBIX

U3 TIATEHTHOTO JIOKyMeHTa [1] coMHeHuiT He BO3HHKAIO.



Tak, u3 naTeHTHOro JIOKymMeHTa [l] W3BecTHa TIpynna COEIUHEHUH,

UMEIOIIUX OOLIYI0 CTPYKTYpY |
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B KOTOPOW:

- konbelio A mpexactaBusier coboit C3-Cyy reTepoapusibHOE KOJBIO, TIIE
mr00bIe U3 0T 1 10 4 KOJBIIEBBIX aTOMOB HE3aBUCUMO MPEICTABIISAIOT cO00H N;

(KOHKPETHOE 3HAUYCHHE «ITUPHUIUI» PACKPBHITO B 3aBUCUMBIX MTyHKTaX 2 U 3
dbopmyb)

- xonelio B mpencraBmisier coboit C4-Cig TeTepoapuiibHOE KOJBIO, TIIE
nt00bIe U3 OT 1 10 4 KOJIBIIEBBIX aTOMOB HE3aBUCHUMO IIPEACTABIISIOT OO0 N;

(KOHKpPETHOE 3HAUYEHHUE «IHPA30J» PACKPBHITO B 3aBUCUMBIX IyHKTaX 4 U 5
dbopmyb)

- kosb1o C mpeacrasisier cobort Cz-Cyy TETEPOLMKINYECKOE KOJBIIO, TIIE
mo0bie U3 0T 1 10 4 KOJBIIEBBIX aTOMOB HE3aBUCUMO MPEICTABISAIOT cOO0M N;

(KOHKpETHOE 3HAUCHUE MUPPOJUINH PACKPHITO B 3aBUCUMBIX ITyHKTax 6 u
7 Gopmyiibl)

- W npencrasnser coboit O;

- X npeacTtasisieT coboit O;

- Z ipencrapisieT cobori NR;

- Ry mpencrapnser coboit C3-Cyp rerepoapryibHOE KOJBIO, T/I€ JIFOObIE U3

oT 1 10 4 KOJIBIIEBBIX aTOMOB HE3aBUCHUMO IIPEACTABIIIOT OO0 N;



(KOHKpPETHOE 3HAYEHHE NMUPA30JI PACKPBITO B 3aBUCHUMBIX IMyHKTax 15 u 16
dbopmyIibI)

- R, nmpencransier coboit C;-Cg ankui;

- Rz mpencrasasier coboit C;-Cg amkui;

- R HezaBucumo npesncrasisier coboi H;

- 1 paBHoO 1;

- 0 paBHo 0;

- p paBHO 2;

- ¢ paBHO 3;

— npeJcTaBIsgeT co00ii IBOMHYIO CBA3b;

IpU YCJIOBHM, YTO (hparMeHThl, cojepkamue Koiabio B u kombio C,
3aMelIeHbl B CMEXKHBIX MOJIOKEHUSIX KOJibIla A.

Mexnay Tem, Impu NMEPBOM PACCMOTPEHHUH CIIOpa B aJIMUHUCTPATUBHOM
MOPSAKE, JIMIIOM, TIOJIaBIIIUM BO3pak€HUE, B KAUECTBE MOATBEPIKICHUS PACKPBITUS

BO3MOXKHOCTH TIOJIYYEHHS B CTPYKType oOmeld ¢GopMyibl MO MNaTCHTHOMY

nokymeHty [1] coenunaenus, uMeromiero B GopMylie caeayromui GpparMeHT
R F

F ot N
—
yrnomuHaics ao3ar [0028], cBeneHust U3 KOTOPOTO OBLIM BCECTOPOHHE M3YUYCHBI U
oTpaxkeHbl B pemieHud Pocnatenta. Ilpu 3TOM mpu pacCMOTPEHUH TAHHOTO
BOIIPOCa B CYACOHBIX 3aCelaHUsIX W B MOSCHCHUSX, IMPEICTABICHHBIX  IPH
MOBTOPHOM PAacCMOTPEHHH B aJMHUHHCTPATHBHOM IMOPSJAKE, JIUIOM, IMOJABIIUM
BO3paXKCHKE, B IMOJTBEPXKICHHE CBOCH MO3MIMH TAKXKE MPUBICKAIOTCS a03allbl
[0077] u [0411] ontucanus kK MAaTEHTHOMY JOKYMeHTY [1].
Tak, cimemyer corjacuTbes, 4to coryacHo ab6sary [0077] (c. 20-24

omucanus  [1]), pamukan R; mpencraBiaeH — MHUPA30JbHBIM  KOJIBIIOM,

MIPEACTABIISIIONTNM CO0O0M OJTHY U3 HUKETIPUBEACHHBIX CTPYKTYP:
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Bmecte ¢ TeM B JaHHBIX OOCTOSITEIBCTBAX, COIVIACHO YCIOBHUSIM U3
naparpada [0028], MOXXHO TOBOPHUTH O TOM, YTO AJKOKCH-TPyIIa 3aMeIleHa
atomamu  (rtopa  (ramoreHoMm) WKW QTOPAIKUIOM  (TPUPTOPMETHIIOM),
COOTBETCTBEHHO.

Takke COTJIacHO ONMMCAHUIO K MATEHTHOMY JOKyMeHTy [1], m3BecTHBIC
COCIMHEHHS B OJHOW M3 aJbTEPHATHB MOTYT OINMUCHIBATHCSA OOIIEH CTPYKTYpHOU
Gopmymnoii 1b-iX, B KkoTopoii 0oJee KOHKPETHO pPACKPHIBACTCS XUMHUYCCKAS
MPUPOJA, B3aMMHOE PACIOJIOKEHUE M TOYKH npucoeauHeHus konen A, C u
pagukana R;. 3HaueHust Apyrux 3amecTuTeNel/pagukanoB B oduieil popmyie Ib-
IX, COOTBETCTBYIOT COCIMHEHHIO | MO OcCHapuBacMOMYy MATCHTY H TaKXe
PaCKPBITHI ONIMCAHUY K TTATEHTHOMY JOKyMeHTy [1].

[Tpu »TOM cnopHbIil paaukan R; B JaHHOH cTpykType 0003HaueH Kak Rs u
cornacHo a63amy [0411] (c.197 onmcanms [1]) ero 3HaueHHE, COOTBETCTBYIOIICE
rpynme «3,3,3-TpudTop-2,2- IMMETUINPOTIOKCH» B COSAMHEHUH 1, paCKpPHIBAETCS B
Bujie 3HaueHus «C1-Cg pTOpaIKOKCHY», a TakKe B BUE 3HaueHHs npusHaka «(C;-
Cy ankuneH)-Ry, rae no gersipex 3BeHbeB CH, HezaBucumo 3amenensl Ha O, a Ry
npeacraiisieT coooi CFay.

Kpome Toro, B 00beM coelMHEHUH, U3BECTHBIX U3 MATEHTHOTO JTOKYMEHTa
[1] (a03ar [0057] onncanus [1]) BXOAST OTAEIBHBIC CTEPEOXUMHUYSCKUAE U30MEPHI,
a TakKe DHAHTUOMEpPHbIE, JHACTEPEOMEpPHbIE U TeOMeTpuyYecKkue (Ui
KOH(OpPMaILlMOHHBIE) CMECH COCTUHEHUIA.

Takum oOpa3zoM, mpu oTBeTe Ha 1 BOMPOC, MOCTaBICHHBIM B CYIEOHBIX
akrax CUII, cnenyeT KOHCTaTHPOBATh, UTO COEAUHEHUE | MOANMALAET MO IPYIILY
U3BECTHBIX COEAMHEHHH, OMHMCHIBAEMBIX OOl CTPYKTypHOH QopMyliol B

NaTEeHTHOM JI0OKyMeHTe [1], 4To Takke MOATBEPIKIACT U MaTeHTO00 1a1aTelb.



COOTBETCTBEHHO, MCXOAS U3 CKa3aHHOI'O BBIIIE, CHEUUATNCT HMEET
BO3MOXHOCTh cOOpaTh TpeOyemoe coeAuHEeHHEe U3 WH(OpMAaIuu, pacKpbITON B
MIPOTUBOMOCTABICHHOM HCTOYHHMKE MH(popManuu [1], pyKOBOACTBYSACH MPH 3TOM
3HAHUSAMH U3 YPOBHS TEXHUKH.

CoOTBETCTBEHHO coequHEHHE | mo ocnapuBacMOMY NATEHTY SIBIIAETCS
«CEJIEKTUBHBIM U300peTEHUEM).

Cormacio mnyHkty 5.8 IIpaBunm EA ycnoBui0o MaTeHTOCIIOCOOHOCTH
«M300peTaTeIbCKUil  YPOBEHBY» COOTBETCTBYET WHIWBUIYabHOE COCAHHEHUE,
HoJANajaroiee oA OOIIyK CTPYKTYpHYIO (OpMyidy Tpylnbl HM3BECTHBIX
COEIMHEHHIA, HO HE OMMCAHHOE KAK CIIELHAIBHO MOJIYYEHHOE U UCCIEI0BAHHOE, U
OpU O3TOM MPOSBILIOIIEE HOBBIE, HEW3BECTHBIE JUIA TIPYIIIBl CBOWCTBA B
KaueCTBEHHOM W/WJIM KOJIMYECTBEHHOM OTHOIIICHHH.

CrnenoBaTeslbHO, COIVIACHO METOAOJIOTUH  €BPA3UHCKOrO0 IATEHTHOTO
3akoHoAaTenbcTBa (MyHKT 5.8 IIpaBun EAIIB) u npeanucanusiM cyJeOHbBIX aKTOB,
CJIElyeT OTBETUTHh HA BOIIPOC 2, MPOSBIIAET JIM COCIUHEHHE IO OCIIAPUBAEMOMY
MAaTEHTy HOBbIE, HEM3BECTHBIEC /JI TPYNIbl CBOWCTBA B KAau€CTBEHHOM W/WIIU
KOJIMYECTBEHHOM OTHOILICHHUHU.

[Ipn »TOM, Kak yXe OTMEYEHO BbILIE, CyJ MEPBOM HMHCTAHLUMU CYET B
HOJTHOW Mepe 000CHOBAHHBIMU JI0BO/IbI JIMIIA, TOAABIIETO BO3PAXKEHHUE, O TOM, YTO
3HAYEHHUS KJIMPEHCA FeNaToLUTOB HE MOTYT pacCMaTpHUBAThCS B KAUECTBE HOBOTO U
HEO’KHMJIAaHHOTO CBOWCTBA COEIMHEHHsI | B Ka4eCTBEHHOM WJIH KOJIMYECTBEHHOM
otHouieHuu (c.17 pemenus CUIT).

B o0ocHOBaHue AaHHOW TMO3ULMU B CyJIEOHBIX aKTax, C MPHUBJICUCHHUEM
nosicienuit crienuanucta SxosneBa P.IO., packpeito, yto B (apmakosoruu
KIUpeHC — (apMaKOKHMHETHYECKUH MapameTp, onpeaesstonmii 3hPeKTuBHOCTD
BBIBEJICHUSI JIEKAPCTBA M OIMCHIBAIOIIMI 3aBHCHUMOCTb MEXAY CKOPOCTBIO
BBIBE/JICHUS BEIIECTBA U €0 KOHIEHTpalrel B mia3me (0ObIYHO U3MepsieTcs B J1/4,

MJI/MUH).



C naHHBIM YTBEPKIECHUEM CIIEIYET COINIACUTHCS, TOCKOJIBKY CIELHAIIUCTY
U3BECTHO, YTO IEUEHOYHBIM KIMpPEHC (KIMPEHC TenaTolUTaMu) — 3TO 00beM
KpOBHU, OYMIIAEMON IEYEHBIO OT JIEKAPCTB WJIM BEILECTB 3a €IMHHUIY BPEMEHH,
paBHBIA O0IIEMY KIMPEHCY Tela MHUHYC IMOYeUHbIM KiaupeHc. OH 3aBUCUT OT
[IEYEHOYHOI0  KPOBOTOKA, CIOCOOHOCTM  TIeHaTOLMTOB  METabOoIM3UpOBaTh
BEIIECTBO U CTENEHU CBA3bIBaHUA C Oenkamu Iuia3mbl. M3ydaercs uepe3 TeCTbl
CTAOMJIBHOCTH, B T.4. HA U30JIMPOBAHHBIX M€NaTOLUTAX.

Takum 00pa3oM, TEYEHOUHBIH KIUPEHC KaK CHOCOOHOCTh TMEYECHU
MeTaboJIM3UPOBaTh M BBIBOJAUTH BeIIeCTBA (Y4TO KPUTHYHO JUIS  OLCHKH
(yHKIHOHAIBHBIX PE3EPBOB MEUEHU, HAIPUMEP IIPH €€ 3a00JIEBaHUAX ) U3YUaeTCs
JUIA JIEKAPCTBEHHBIX IIPENapaToB BOOOIE, MPOBOAS OLEHKY O€30MacHOCTU U
3¢ (PEeKTUBHOCTU HApaBHE C MOYEYHBIM KIMPEHCOM U JIp. (PapMaKOKMHETUUECKUMU
UCCIIEJOBaHUSIMU, HEOOXOJUMBIMU JJIs JIEKAPCTBEHHBIX MIPENapaToB.

CrnenoBatelibHO, BCE JIEKAPCTBEHHBIE MpENapaThl 00Ia1al0T TEM UJIH UHBIM
NEYEHOYHBIM KJIMPEHCOM, OH UM MPUCYILI.

Kak cnpaBemmBo otmeueHo B pemieHun CUIL «nocTuxkeHne HEKOTOPBIX
NOKa3areyiell KJIMpEeHca IelaTOLMTOB B PE3yJbTaTe NMPUMEHEHHs COEAMHEHMS |
HEJb3sl paccMaTpuBaTh B KAayeCTBE €ro HOBOTO W HEW3BECTHOTO CBOMCTBA,
IIOCKOJIBKY ~ IIOKa3aTeidb IEYEHOYHOIO KJIMpEHCa TeNaTOLUUTOB  SIBISETCSA
0O1IEen3BECTHBIM (PapMAKOKMHETUYECKUM IMOKa3aTeneM. Ha3BaHHBIN MoOKa3zaTesnb
HE MOJXET paccMaTpHUBaTbCS KaK CBOWCTBO WJIM XapaKTEPUCTUKA, IPHUCYLIEE
UCKJTFOUNTEIBHO COEMHEHUIO 1, HO HE APYIMM COEIWHEHUSM TPYIIIbI, HE MOYKET
OKa3bIBATh BIUSHUE HA AKTUBHOCTbH COEAMHEHUS 1, OMpeesIonyt0 BO3MOKHOCTh
€ro HCIOJb30BAaHMS MO 3asBJIECHHOMY HAa3HAYEHUIO B KAadyeCTBE MOIYJSTOpa
peryisTopa TpaHCMEMOPAHHON MTPOBOJMMOCTH MPU MYKOBHUCILIHI03€EY.

[Tpu 3TOM, KaKk HEOJHOKPATHO OTMEYEHO BBILIE, B MATEHTHOM JOKYMEHTE
[1] onmceBarOTCS COCOUHCHHMS, SIBIISIOUIMECS MOIYJISITOPaMHU — pEryisTopa
TpaHCMEMOpPAaHHON MpoBOAMMOCTH Tpu  MyKoBuciuaosze. CoenuHeHuss B

NaTeHTHOM JoKymMeHTe [l] omuchiBaioTcs o0miel crpykTypHod dopmynoi |



(bopmymna Mapkyia), KoTopass BKJIIOYACT OOJIBIIOE KOJWYECTBO MPOU3BOIHBIX,
UMEIOIIMX KaK OCHOBHYIO CTPYKTYpy (konblia A, B u C), Tak u nepudepudeckue
3aMECTUTEINIM PA3JIMYHBIX KJIACCOB M XUMHUYECKOW MPUPOBI, IPU 3TOM B JIAHHOM
JOKYMEHTE IIPUBEJECHBI CBEJICHUS, B TOM YHCIIE O CTPYKTYPE, CUHTE3€, AKTUBHOCTH
6onee, yem miia 2000 coequHEHNH, UMEIOMIUX CTPYKTYPY, B TOM YHCIIE, OOIIYIO CO
CTPYKTYpOW ONMCAaHHOIO B OCHapHUBAa€MOM NIATEHTE COeAWHEHUs |, a Takke
BKJIIOYAIOIIME CXOJHBIE M0 CBOEHM XUMHMUYECKOM IIPUPOJAE paaukanel. Bcee
M3BECTHBIC COCAUHEHUSI MPUMEHSIOTCS JJI JICYEHUS MYKOBHUCILIHI03a B KAYECTBE
MOAYJIATOPOB perynsaropa TpaHCMEMOpPaHHOU IPOBOJANUMOCTHU npu
MYKOBUCIIHJIO3€.

3amaua uccieI0BaHMs TIEYEHOYHOTO KIMpPEHCAa JJisd COeAMHEHUM oOuiei
dbopmyinbl | B mMaTEeHTHOM JOKYMEHTE HE CTaBWJIAaCh, COOTBETCTBEHHO, HU OJIHO
COCIMHEHHE Ha JaHHBIM (PapMaKOKMHETUYECKUN IMOKa3aTellb HE MPOBEPSIIOCH, U
Takass mpoOjieMa He ObUla BBISBICHA Y COCAWHEHUMN, COTJIACHO MATEHTHOMY
nokyMmeHty [1].

Bmecrte ¢ Tem, clielyeT COrjacuThbCs C MHEHUEM, W3JIOKEHHBIM JIMIIOM,
NOJABIIMM BO3PAXKEHUE, B JOMOJHEHHUSAX, YTO CPAaBHEHUE C  OrPaHUYEHHBIM
YHCJIOM M3BECTHBIX coenuHeHuid, a uMeHHO A, B, C u D B Tabmmie 9 onucanus
ocClaprBaeMOMYy MaTeHTY (COOTBETCTBYIOT coenuHeHusM 1975, 2578, 1114, 2690,
MOJYYCHHBIM B MTATEHTHOM JOKyMeHTE [1]), He SBJISETCS CTATUCTUYCCKH BEPHBIM,
MOCKOJIbKY JIPYTHE COCAMHCHHMS, IOJydeHHbIE B MATCHTHOM JOKyMeHTe [1],
UMEIOIIKE JPYTUe 3HAUYCHUS 3aMECTUTENeH U 00J1a1aloIIie MPUeMIIEMbIM YPOBHEM
OMOJIOTUYECKONW aKTUBHOCTU MOTYT UMETh (hapMaKOKMHETHYECKHUE MOKA3aTeNIH 0
MIEYEHOYHOMY KIIUPEHCY HE XYXKE, YEM COEJIMHEHHE |, a COMOCTaBUMbIE C HUM WIIU
JTy4uie.

B cooTBeTCTBUM C W3T0KEHHBIM, YTBEpKAaTh, YTO HAa CpPAaBHEHUE C
YETBIPbMSI COCIUHECHHUSMU M3 OOJIBIIIOr0 YHCIa MCCISAOBAHHBIX HW3BECTHBIX
COCAMHEHUN OJHO3HAYHO TOBOPAT O HAJIMYUHU y COEAMHEHUS | HEOKUJIaHHBIX

KOJIMUECTBECHHBIX ITOKa3aTeneu KIIMPCHCA rernaTouuTaMu, HEJIb34.



Yrto KacaeTcsi KOJIMYECTBEHHBIX MoKa3arTesneit 3pPeKTUBHOCTH COSTMHEHUI
obmier ¢opmyasl | 1Mo mareHTHOMY JOKyMeHTy [1] W coeauHEHHMsS IO
OCTIapuBacMOMY TIATEHTY, TO HEOOXOIUMO OTMETHUTh CIIEAYIOIIEE.

B mnareHtHOM paokymeHte [l] mporecTHpoBaHO OOJIBIIOE KOJHMYECTBO
COCMHEHUN, MPU 3TOM Pe3yJIbTaThl MoJydeHbl npu oreHke EC30 B MkM, a He
TOJIbKO 00O03HAUEHBI KaK «t», «++» U «+++», Kak OMMOOYHO MoJaraeT JHIO,
MO/TaBIIIEE BO3PAKEHHUE.

Tak B MOSICHEHHSIX K TaOJMIle 3 B MaTeHTHOM JIoKyMeHTe [1] yka3aHo, 4To
3nauenne CFTR EC30 «+» o3HauaeT nmoka3arens Oosbiie 10 MkM, «++» o3HadaeT
or 3 no 10 MM, «+++» o3nagaer menpmie 3 MKM. Ilpuuem coennHeHu ¢
MOoKa3aresieM MEHbIIe 3 MKM B MAaTEHTHOM JIOKYMEHTE BBISIBIIEHO MHOXECTBO, B
ToM uncie, coequnenus 1975, 2578, 2690 (coenunenne 1114 He TecTHPOBAIOCH).

Opnako 3HaueHusa B Tabiuie 9 onmucaHus K OCHapUBacMOMY IaTEHTY B
kojmoHke 3 mnpuBeaecHsl naHHble aktuBHocTHm CFTR EC50, 49ro 3arpynmHser
CpaBHEHHUE PE3YyJbTaTOB Takux uccienoBanuil ¢ ucciaenopanusmu CFTR EC30 B
MaTCHTHOM JoKyMmeHTe [1].

Mexny Tem, B Tabnuiie 9 Takke nMpoTecTUpoBaHbl coequnenuss A, B, u D
CoOoTBeTCTBYIOImMME coeauHeHmsM 1975, 2578, 2690, momydeHHBIM B MMaTEHTHOM
nokymente [1], coenunenue A, manpumep, nMeer nokasarenb EC50 0,06 MxM,
ripu 3HaueHuu EC50 0,07MkM y coennnenus 1.

Takum o00pa3om, oOTBeuas Ha BTOPOM BOMpPOC (CM. BBIIE) HU B
KaueCTBEHHOM, HHU B KOJMYECTBEHHOM 3HAYEHUU Yy COeIMHEHus 1 1o
HE3aBUCUMBIM TyHKTaM 1 u 3 (opmyinsl ocrmapuBaeMoro maTeHTa HE BBISBICHO
HOBBIX HEU3BECTHBIX CBONCTB.

B oTHOmIEHMM COCAMHEHHUS TIO HE3aBUCUMOMY IIYHKTY 2 (GOpMYyIIbl
OCTIApUBAEMOT0 MATEHTa HEOOXOJUMO OTMETUTh, YTO JJIsl CIEIUAINCTa B JTAaHHOU
00JIaCTH TEXHUKHU OYEBUIHO, YTO JEHTEPUPOBAHHBIE TIPOU3BOIHBIC COCTUHCHHS |
OyIyT MPOSIBIATH CXOAHBIA OMOJOTUYECKHUIM MPOQPUIb, YTO U CaMO COeAMHEHHE 1,

10 CpaBHCHUIO C HM3BCCTHBIMHU COCIMHCHUAMMU. CDapMaHeBTI/IIIeCKI/I ImpueMiicMas



CONIb cOoeAMHEHHs | To He3aBUCMMOMY MYHKTY 13 dopMynbl ocmapuBaeMoro
HaTeHTa BJSAETCS (POPMOI BBEICHUSI COETUHEHMS | B OpraHU3M MalUEHTa.

Takum oOpa3oMm, aprymMeHTbl, NPUBEJICHHBIC BHIIIE B OTHOIICHUU
coequHeHus 1 (myHkTel 1 U 3 ¢GopMyibl OClapuBaeMoOro MaTreHTa), MOJIHOCTBIO
NPUMEHUMBl M K JCHTEpUPOBAHHBIM NPOU3BOJHBIM COEIMHEHHS | 10
HE3aBUCUMOMY TYHKTY 2  (opMmynsl oOclapuBaeMoOro naTeHTa U K
(apmalieBTUYECKN MPUEMIIEMBIM COJISIM COEAMHEHHUs | MO HE3aBHCHUMOMY MTyHKTY
13 ¢opmyIbl ocapuBaeMoro naTeHTa.

C yueToM BBIIIEU3IOKEHHOTO HEOOXOAMMO KOHCTaTHpOBaTh, YTO
coenuHeHne 1 u ero mnpousBoaHble (myHKTHI 1-3 w13  QopMynsl 1o
OCIIapUBaE€MOMY TIaTEHTY) HE COOTBETCTBYIOT YCJIOBHUIO IaT€HTOCIIOCOOHOCTU
«u300peraTenbcKkuid ypoBeHnby» (paBuiio 3(1) IlatentHoit MHCTpyKIINN).

B oTHOmeHnH n300peTeHuii OCHOBAaHHBIX Ha HCIOJIb30BAaHUM COEAMHEHUS
1 (myskter 1-3 u 13 dopmynsl o ocnapuBaeMOMy TATEHTY) NMPU3HAHHOTO HE
COOTBETCTBYIOIIMM YCJIOBHIO MATEHTOCIIOCOOHOCTU «U300pETaTEeNIbCKUI YPOBEHB
(cM. BbIIIE), @ MUMEHHO B OTHOIICHUH KOMIIO3UIIMM HA OCHOBE COEIUHEHUS
dopmynsl 1 u ero mpousBoAHBIX (MyHKTHI 4-7, 14-17 dopmynsi), cnocoOoB
JICYEHUs, OCHOBAaHHBIX HA NPUMEHEHUM COEAMHEHUS | W ero Nnpou3BOJHBIX
(mynkThI 8-12, 18-21 dopmyibl), HEOOXOIUMO OTMETUTh CIIEYIOIIEE.

B marentHom gokymente [1] B mynkre 143 dopmysbl, packpbiTa
(apmarieBTHUYECKAsE KOMIIO3UIIMS, COAepkKallias CoeIMHEHUe 1o JrdoMy u3 m.a.l —
142, T1.e. coemuHeHue oOmIEelH CTPYKTypHOU dopmynsl | u dapmareBTHUECKH
npuemMiIeMblid HOcUTeNb, B TyHKTE 144 dopmyinbl packpeita hapmaiieBTHUECKas
KOMIO3UIUs 10 1. 143, [OMOJHUTENBRHO CcOACpKalias OJWH WIM Oolee
TEparneBTUYECKUX areHTOB, MPU 3TOM B MyHKTE 149 (hopmysbl TOMOJHUTEIBHBIN
TEPareBTUYECKUN areHT COOTBETCTBYET areHTy Mo MyHKTaM 5 u 15 ¢opmyrs
OCMapuBaeMoOro NMaTeHTa, B MyHKTe 152 GopMyIbl areHT COOTBETCTBYET areHTy 10

nyHkTaMm 6, 7, 16 u 17 hopmymsl ociapuBaeMoro maTeHTa.



B marentHOoM mokymente [1] B myHkTe 157 (opMyiBl packphiT CHOcoO
JICYEHUs] KHUCTO3HOTO (QuOpo3a, NperycMaTPUBAIOIIMNA BBEICHUE MAI[UCHTY
3¢ (PEeKTUBHOTO KOIMYECTBA COCAWMHEHHS MO JroOomy u3 m.a.l - 142 wm
dhapMaleBTHYECKOM KOMITO3UIIMH 110 JIFOOOMY U3 I1.I1. 143 -156, 4TO COOTBETCTBYET
cmocobaM Jie4eHHss ~ MYKOBHCLKJ03a To myHKTam §-12, 18-21 dopmyms
OCMapyUBaeMOro NaTeHTa C TOM pa3HUIIEH, YTO B OCHOBE JICKUT COCIMHEHHE 1,
aHaJiu3 B OTHOILLIEHUH KOTOPOTO, MPUBE/ICH BHIIIIE.

CrnenoBaTenbHO, CleIyeT KOHCTaTHpPOBaTh, 4YTO MyHKTH 4-12, 14-21
dbopMynbl OCIapUBAEMOTO MATEHTA, HAMPABIECHHBIE HA KOMIIO3HUIIMHM, U CIIOCOObI
JICYEHUS], COZAEpIKalue COEIMHEHHE | W JOMONHUTENBHO XapaKTepU3YIoIleecs
NpU3HAKaMH, W3BECTHBIMH M3 IMATCHTHOTO JOKyMeHTa [1l], HE COOTBETCTBYIOT
YCIIOBHIO TMATEHTOCHOCOOHOCTH «U300peTaTresbckuil ypoBeHb» (mpaBuiio 3(1)
[TaTeHTHON MHCTPYKIIUH).

CBezieHus, U3N0KEHHBIE B UCTOUYHHUKAX [2]-[5], ObuIM mpoaHaIM3UPOBAHBI
KOJUIETUEN U YYTEHBI TpU (JOPMHUPOBAHHUH BBIBOJA IO pPe3yJIbTaTaM pacCMOTPEHUS
BO3paKEHUSI.

B xoppecnonaeniiuu ot 03.02.2026 ot mareHTOOOIaAaTENS IMOCTYIHIIO
oOpailieHre, B KOTOPOM, B TOM WYHCJE, MPHUBEICHBI JOBOJBI TEXHHUYECKOIO
XapakTepa, MOBTOPAIOIINE 10BOIbI MoscHeHuit ot 10.12.2025, KoTOpbIe YUTEHBI B
HACTOSIIEM 3aKJIFOUEHHUU.

YuuTeiBas BBIIIEU3IIOKEHHOE, KOJUIETHSl MPUIIA K BBIBOAY O HAIMYUU

OCHOBAaHUU I NPpUHATUSA POoCIaTEHTOM CIIEAYIOLIETO PELICHHUS:

YIOBJIETBOPUTH BO3paskeHue, mnocrynusBmee 22.02.2023, neiicTBue
eBpa3miickoro nareHra Ha uzooperenue Ne 39280 na reppuropun Poccuiickoii

(I)ezlepauml OTMEHUTD IIOJIHOCTBIO.



