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WM ero (papManeBTUUECKH IpUeMiieMas Colb; IIe
Y npeacTaBiiseT coO0i MATUUICHHBIN TeTepOapHIl, COASPIKAIIMIA 1-4 TeTEpOaTOMOB,
KaXXIbIi U3 KOTOPBIX HE3aBUCUMO BBIOMPAIOT U3 I'pyInbl, cocrosiner u3 N, O u S(O),; rae

reTepoapui Heo0sI3aTeIbHO 3aMellleH 1-3 3aMECTUTENSIMU, KaXKIbIH U3 KOTOPBIX HE3ABUCUMO
BBIOMPAIOT U3 T'PYIIIbI, cocTose u3 rajgoreHa, C-Cgankuna u C-CgrajaoreHaakumia;

Z nipeacTasiseT coboit perumt, HeoOs3aTeTbHO 3aMEILCHHBIN 1-3 raJoreHaMu;
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KaXKIbINA R'? u R'® gesasucumo BBIOMPAIOT U3 IPYIIIbI, cocTosien u3 H, OH, raigoreHa,
C-Cgankuiia, HeoOsI3aTEILHO 3aMEIMIEHHOTO 1-3 3aMECTUTENSIMU, KaX bl U3 KOTOPBIX

HE3aBUCUMO BBIOMPAIOT U3 TPYIIIbI, cocTosIel u3 rajoreHa, OH, C{-Cjankoxkcu,
C3-Cyuukitoasikuiia U 4-7-4JI€HHOT0 TE€TEPOLMKIIOAIKIIIA, cCoAep)Kaero 1-3 rerepoaTtomMos,
KQXXbIM U3 KOTOPBIX HE3aBUCUMO BBIOUMPAIOT U3 T'pyIbI, cocTosiiei u3 N, O u S(0),,
C5-CH1MKII0aIK1IIa, HE003aTeIbHO 3aMEIIEHHOTO 1-3 3aMeCTUTEISIMU, KaXKIbIN U3
KOTOPBIX HE3aBUCUMO BBIOMPAIOT U3 T'PYIIIbI, cocTosiie u3 OH, ramorena u C-Cgankuia,

U
4-7-4JIeHHOT O T€TEPOLUMKIIOATIKWIIA, COAEPKAILETO 1-3 reTepoaToOMOB, KAXK/IbIN U3 KOTOPBIX
HE3aBUCUMO BBIOMPAIOT U3 IpyIIbl, coctosie u3 N, O u S(O),; v rae 4-7-4JIeHHBbIH

TFETEPOLUKIIOATKUI HE0Os3aTeIbHO 3aMelIeH 1-3 3aMEeCTUTENSIMU, KaXKIbIN U3 KOTOPBIX
HE3aBUCHMMO BBIOMPAIOT U3 IpymIibl, cocrosiei 3 OH, ranorena u C-Cgankuina;

w R' u R Bmecte ¢ yIIEPOAOM, K KOTOPOMY OHM ITPUCOETUHEHBI, (POPMUPYIOT
C3-CHUMKIIOQIIKUIL UK 4-7-4JIEHHBIN T€TEPOLMKIIOATIKUIL, COAEPKAIIUMI 1-3 reTepoaToMOB,
KaXXIbIM U3 KOTOPBIX HE3aBUCUMO BBIOMPAIOT U3 I'pyIbl, coctosiei u3 N, O u S(O),; u rae
C3-C7UMKIIOQTIKWIT WU 4-7-4JICHHBIN FeTEPOLMKIOATKUI HE0Os3aTeIbHO 3aMeleHb! 1-3

3aMECTUTENISAMU, KaKIbINA U3 KOTOPBIX HE3aBUCUMO BBIOUPAIOT U3 TPYIIIbL, cocTosmen u3 OH,
ranorena u C-Cgankuna; u

n B K&XJOM cllyyae He3aBUCUMO paBeH 0, 1 vunm 2.
2. Coemuuenue 1o 11. 1, roe oquH u3 R'2yR!P npeactanisieT coooit Cq-CgalIKuil, U Ipyrom

NpeAcTaBisieT codol -H; wim ero gpapmaneBTHUECKU puemiieMast Cob.
3. CoenuHenue 110 1. 2, T1ie pparMeHT Y-Z BRIOUPAIOT U3 TPYIIIIBI, COCTOSIIEH U3
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WY ero hapManeBTUIECKUA TTPUEMIIEMAs COJTb.
4. CoenuHeHue 10 1. 3, rae Z mpeacTaBisieT co0oit (heHus, HeoOs3aTeNbHO 3aMeIIeHHbIM
1 win 2 pTOpaMu UK XJIOPAMM; WK €T0 (hapMaleBTUIECKU TTpHUeMIIeMast COJIb.
5. Coeaunenue ¢popmyisl 11
NH,

R'a 1
WK ero (papManeBTUUECKH TTprUeMiIeMast CoJIb; Te
W npencraBisieT coOol 5-6-UJIeHHbBIN reTepoapuil, CoaepKaluii 1-3 rerepoaToMoB,
KaXbIi U3 KOTOPBIX HE3aBUCUMO BBIOUPAIOT U3 TPYIIbI, coctosiei u3 N, O u S(O),; u rme

reTepoapui HeoOs3aTeNIbHO 3aMellieH 1-3 R3;
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Y npencrasiseT COOOM MATUWICHHBIN TeTePOapHII, CoepKammi 1-4 TeTepoaToMOB,
KaXXIbIM U3 KOTOPBIX HE3aBUCUMO BBIOMPAIOT U3 I'pyIbl, coctosiiiei u3 N, O u S(O),; rae

reTepoapui HeoOs13aTEIbHO 3aMelleH 1-3 3aMEeCTUTEIMU, KAXKIbIN U3 KOTOPBIX HE3aBUCUMO
BBIOMPAIOT U3 I'PYIIBI, cocTosmel U3 rajgorena, Ci-Cgankuna u Cq-CgrajoreHanaKkunia;

Z npencrasnseT codoi C;-Ceankun uiam penwn; rae peHun HeoOsi3aTeaIbHO 3ameltieH 1-3
rajloreHaMu;

KaKIbIl R'? 4 R'® gesasucumo BBIOMPAIOT U3 TPYIIIIBI, cocTosmel u3 H, OH, rajgoreHa,
C-Cgankuiia, HeOOSI3aTENBHO 3AMEIIEHHOTO 1-3 3aMECTUTENAMU, KaX bl U3 KOTOPBIX

HE3aBUCHMMO BBIOMPAIOT U3 I'PYMIIbL, cocTosel u3 raoreHa, OH, C;-CzankokcH,
C5-Cruukitoankuia v 4-7-4JIEHHOIO TeTEPOLMKIIOAIIKMIA, COAEpKALLEro 1-3 rerepoaToMoB,
KaXbI U3 KOTOPBIX HE3aBUCUMO BBIOUPAIOT U3 T'PyIIbI, cocTosei u3 N, O u S(0),,
C3-CyupKIiIoanKkuia, Heo0s3aTeIbHO 3aMEIIEHHOTO 1-3 3aMeCTUTENIMU, Ka>KbIi 13
KOTOPBIX HE3aBUCUMO BBIOMPAIOT U3 I'pyIIbl, cocTosimeit u3 OH, ranorena u C;-Cgankumia;

u

4-7-4JIeHHOTO TeTEPOLUKIIOATKUIIA, HEO0S3aTeIbHO 3aMEIIEHHOTr O 1-3 3aMeCcTUTeNISIMU,
KaXXJIpIl U3 KOTOPBIX HE3aBUCUMO BBIOMPAIOT U3 TPYIIIBI, cocTosmel u3 OH, ramorena u
C,-Cgankuina;

umu R' i R'P Bmecre ¢ yIIEPOAOM, K KOTOPOMY OHHM ITPUCOETUHEHBI, (POPMUPYIOT
C3-C7LUKIIOAIKWIT WK 4-7-4JIEHHBIN IeTepOLMKIIOAIIKUII, COAEpKAIIUNA 1-3 reTepoaToMoB,
KaXXbI U3 KOTOPBIX HE3aBUCUMO BBIOMPAIOT U3 T'pYIIbI, coctosiei u3 N, O u S(O),; u rae
C3-C7UMKI0aTKII WK 4-7-4JIEHHBIN FeTepOLMKIOATIKII He0Os13aTeIbHO 3aMellieHbl 1-3
3aMECTUTEIISIMU, KaXK/IbIH U3 KOTOPBIX HE3aBUCUMO BBIOMPAIOT M3 TPYIIEI, cocTosel n3 OH,
ranore”a u C-Cgankuma;

R? BBIOMpPAIOT U3 rpynmsl, cocTosiei u3 -H, CN, ranorena u C;-Czankuia;

R® B KaxI0M cllydyae He3aBUCHMO BBIOMPAIOT U3 Ipymnibl, cocrosei u3 Ci-Cgankuna,
C;-Cgankokcu, rajgorena u C;-CgraioreHanakuia; u

n B KAXJOM cllydyae He3aBUCUMO paBeH 0, 1 v 2.
6. Coequnenue 1o 11. 5 rae W npeacTasiseT coO0i MMPUMUIMHHIIT WK TUPA3UHUI, U TS

MMUPUMMIMHUAIT WK IMPA3UHUIT HE0Os3aTeIbHO 3aMellieH 1, 2 uim 3 R3.
7. CoenuHeHue 1o 1. 5 rae pparMeHT Y-Z BbIOUPAIOT U3 TPYIIIBI, COCTOSIIEHN U3

Z 4 / 7

WK ero (papManeBTHUECKH ITprueMiIeMast CoJlb.
8. Coenunenue popmysl 111
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Y
R's 1]
WY eT0 (hapManeBTUISCKUA TTPHUEMIIEMAs COJIb; TE

W BBIOUMpPAIOT U3 TPYIIIBI, COCTOSIIEN U3 (peHusIa U 5-6-4JIeHHOT O reTepoapuia,
coaeprkamero 1-3 rerepoaToMoB, KaK/IbIH U3 KOTOPBIX HE3ABUCUMO BBIOUPAIOT U3 FPYIIIIHI,

R 1b=—"

cocrositeit u3 N, O u S(O),,; T11e heHUT U TeTepoapul HeoOs3aTeNIbHO 3aMelleHbl 1-3 R3 ;

Y npejcTaBisieT coO0i MATUUYIEHHBINM FeTepoapuIl, CoJAepKaIIMii 1-4 TeTepoaToMOB,
KaX/]IbIl U3 KOTOPBIX HE3aBUCUMO BBIOUPAIOT U3 rpymIibl, cocTosiei u3 N, O u S(0),,; rae

reTepoapui HeoOsS3aTETbHO 3aMeIlleH -3 3aMECTUTEIISIMM, KaXKIbIi U3 KOTOPBIX HE3aBUCUMO
BBIOUMPAIOT U3 TPYMIIBI, cocTosiIel U3 ranoreHa, Ci-Cgankuna u C-CgrajloreHajJKuiIa;

Z npencranisieT coboit C-Cgankui uiam GeHu, rae GeHu1 HeoOs13aTeNIbHO 3aMeltieH 1-3
rajJoreHaMu;

R'ayR!P KaX]IbIl HE3aBUCUMO BBIOUPAIOT U3 TpymIibl, cocTosien u3 H, OH, ranorena,
C;-Cgankuiia, He0OsI3aTEIbHO 3aMEIMIEHHOTO 1-3 3aMEeCTUTEIMU, KaX bl U3 KOTOPBIX

HE3aBUCUMO BBIOMPAIOT U3 I'PYIIIbI, cocTosIel u3 rajoreHa, OH, C{-Cjankoxkcu,
C3-Cyuukitoasikuiia U 4-7-4JI€HHOT 0 TETEPOLMKIIOAIKIIIA, CoAep)Kallero 1-3 rerepoaTtomMos,
KaXXIbIM U3 KOTOPBIX HE3aBUCUMO BBIOMPAIOT U3 TpyIIbl, cocTosiiei u3 N, O u S(0),,
C;-C7uMKII0aIKUIa, He00A3aTEeNIbHO 3aMEILIEHHOT O 1-3 3aMeCTUTENSIMU, KaXKIbIN U3
KOTOPBIX HE3aBUCUMO BBIOMPAIOT U3 I'PYIIIbl, cocTosuien u3 OH, ramorena u C-Cgankuna,

u

4-7-9JICHHOT'O TeTEPOIMKIIOATKHIIA, HEO0S3aTeIbHO 3aMEIIEHHOTr 0 1-3 3aMeCTUTEIISIMH,
KaX/]IbIl U3 KOTOPBIX HE3aBUCUMO BBIOMPAIOT U3 IPYIIIbI, cocTosiel u3 OH, ranorena u
C,-Cgankuina;

wm R' u R'® Bmecte ¢ yTJIEPOJIOM, K KOTOPOMY OHHU IIPUCOCAUMHEHBI, (POPMHUPYIOT
C3-C7UMKIT0ATIKWUIT WK 4-7-4JI€HHBIN FeTEPOLMKIIOATKUI, COJEp KAl 1-3 reTepoaToMoB,
KaXbIi U3 KOTOPBIX HE3aBUCUMO BBIOMPAIOT U3 IpyIbl, coctosuien u3 N, O u S(O),; u rae
C3-C7UMKII0ATIKWUIT WK 4-7-4JI€HHBIH FeTEPOLMKIIOATKUAI HE0OS3aTeNbHO 3aMelIeHbl 1-3

3aMECTUTENISIMU, KaXIbIA U3 KOTOPBIX HE3aBUCUMO BBIOMPAIOT U3 I'PYIIIBL, cocTosel u3 OH,
rasioresa u C-CgasIkuia;

R® B KaxkI0M cllydae He3aBUCHMO BBIOMPAIOT U3 IpyIIIbl, cocTosied u3z Cy Cqankuna, Cy
Ceankokcey, ranorenHa u C; CgraaoreHaJIkuia; u

n B KQXJOM cllyyae He3aBUCUMO paseH 0, 1 vunu 2.

9. Coemgunenue 1o 11. 8, rme W mpeacTaBiisieT coOoi peHus1, KOTOPBIN HeoOs13aTeTbHO
3aMeleH 1 wim 2 rajJoreHamMu; WiM ero (hapMaleBTUYECKU ITpUeMIIeMasi CoJlb.

10. CoenuHeHue 110 11. 9, TIe COeTMHEHHUE MTPEICTABISET cO00M 5-(4-xmmopdennn)-7-{[1-(2-
dbropdenun)-1H-1,2,3-Tpuazon-4-unmetun jumuaazols,1-f][1,2,4]Tpua3un-4-aMuH; UK €To
(dhapManeBTUYECKH pUeMJIeMasi COJib.
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11. Coegunenue 1o 1. 1, rae COeAMHEHHE BBIOMPAIOT U3 I'PYIIIbI, COCTOSIIEN U3
1-{(1S)-1-[1-(2-bTopdenun)- 1 H-tupazosn-4-ui Japonus } -3-[2-(TpudhTOPMETHIT ) TAPUMUTAH-
5-nin]-1H-nupazonol3,4-dJnupumuinH-4-aMuHa;
1-{(1R)-1-[1-(2-pTropdenun)- 1 H-mupazomn-4-u]mnpormn } -3-[ 2-(Tpud TopMeTHIT ) TUPUMUTIH-
5-nin]-1H-nupazosnol3,4-dJnupumMuinH-4-aMuHa;
1-{(1S)-1-[1-(2-dpTopdenun)-1H-1,2,3-Tpuazon-4-un]apomun } -3-[2-(Tpucd TopmeTiT)
MUPUMUIMH-5-U |- 1 H-timpazono[3,4-dmupuMuauH-4-aMuHa; 1
1-{(1R)-1-[1-(2-¢pTopdenun)-1H-1,2,3-rpuazon-4-un]opomnun } -3-[ 2-(Tpudropme i)
NUPUMHUIUH-5-UI]- 1 H-mupazono(3,4-dnupumnine-4-aMuHa;
WK ero (papManeBTUUECKU TTpUemMiIeMast Colb.
12. CoenrHeHwUe 110 1. 5, TJIe COeAMHEHUE BEIOUPAIOT U3 TPYIIIBI, COCTOSIIEH U3
7-{(1R)-1-[1-(2-dbTopdenun)-1H-1,2,3-Tprazon-4-uiopomnu } -5-(4-MeTOKCUTTU PUMHU T H-
S-umnuppono(2,1-f][1,2,4]Tpuazun-4-amuna;
7-{(1R)-1-[1-(2-dbTopdenun)-1H-1,2,3-Tpuazon-4-ui|upormui }-5-[ 2-(TpupTOpMETHIT)
MUPUMUAMH-5-Ui |[muppono|2,1-f][1,2,4]Tpuazun-4-amuna;
7-{(1S)-1-[1-(2-¢pTopdenunn)-1H-1,2,3-Tpuazomn-4-un]opomun } -5-[ 2-(Tpud TopmMeTHIT)
MUPUMUIMH-5-Ui |iuppono|2,1-f][1,2,4]Tpuazun-4-amuna;
4-amuHO-7-{[1-(2-pTopdennn)-1H-1,2,3-Tprazon-4-un|metun }-5-[2-(TpudTopMeTHI)
MUPUMMIUH-5-Uj Jnuppoio[2,1-f][1,2,4]Tpua3uH-6-kapOOHUTPUIIA;
4-amunHO-7-{(1S)-1-[1-(2-dTopdenun)-1H-1,2,3-Tpuazon-4-un|mapormm } -5-[2-
(TpUPTOPMETHIT)TUPUMUIUH-S-U Jiuppoiio[2,1-f][1,2,4]Tpuasun-6-kapOOHUTPUIIA;
4-amuno-7-{(1R)-1-[1-(2-pTopdennn)-1H-1,2,3-Tpuazon-4-ui|npomnun }-5-[ 2-
(TpudTOpMETHIT) TUPUMUANH-S -1 [tppodo[2,1-f][1,2,4] Tpua3un-6-kapOoHUTpUIIA;
7-{(1R)-1-[1-(2-bTopdenun)-1H-1,2,3-Tpuazon-4-un]3tun }-5-[2-(TpudTopMeTHI)
MUPUMUIMH-5-wi|nuppoio[2,1-f][1,2,4]tpua3un-4-amuHa;
4-amuno-7-{(1S)-1-[1-(2-pTopdennn)-1H-1,2,3-tprazomn-4-um|3tun }-5-[ 2-(TpucdToOpMeTHI)
MUPUMMIAH-5-ui Jiuppoiio[2,1-f][1,2,4]Tpua3uH-6-KkapOOHUTPHIIA;
4-amuHo-7-{(1R)-1-[1-(2-pTopdenun)-1H-1,2,3-Tpuazon-4-un]atui }-5-[ 2-(TpudpTopMeTII)
MUPUMMIUH-5-uj Jnuppoio[2,1-f][1,2,4]Tpua3uH-6-kapOOHUTPUIIA;
7-{(1R)-1-[1-(2,4-mudpTopdennn)-1H-1,2,3-Tprazon-4-un|npomnun }-5-[2-(Tpud TopMeTHI)
MUPUMUIKH-5-uin]ouppoio[2,1-f][1,2,4]Tpua3un-4-amuHa;
7-{(1R)-1-[1-(2,5-mudTopdennn)-1H-1,2,3-Tprazon-4-ui|npomnun }-5-[2-(TpudTopMeTHI)
MUPUMUIMH-5-ui | ouppoiio[2,1-f][1,2,4]tpua3un-4-amuna;
7-{(1S)-1-[1-(3,4-mucdropdenun)- 1H-1,2,3-Tpuazon-4-un]oponun }-5-[ 2-(TpudTopmMe i)
MUPUMUIUH-5-wi | nuppoiio[2,1-f][1,2,4]tpua3un-4-amuHa;
4-amuHo-7-{ [ 1-(2-bropdenun)- 1 H-upazon-4-um|meTu }-5-[ 2-(Tprud TOpMETHIT) TMPHUMUTUH-
S-wnnuppono[2,1-f][1,2,4]Tpua3uH-6-kapOOHUTpUIIA;
4-amuno-7-{(1R)-1-[1-(2,4-mupTopdennn)-1H-1,2,3-tpuazon-4-un|atum }-5-[2-
(TprdTOPMETHIT)TUPUMUIUH-S5-UJ Jtuppoiio[2,1-f][1,2,4]Tpua3un-6-kapOOHUTpUIIA;
4-amunHo-7-{(1R)-1-[1-(2,5-mudTopdennn)-1H-1,2,3-Tpuazon-4-wi|mpormm } -5-[2-
(TpUdTOPMETUIT) TUPUMUIUH-S-1a Jmuppoo[2,1-f][1,2,4]Tpua3uH-6-kapOOHUTPUTIA;
4-amunO-7-{(1S)-1-[1-(2,4-mupTopdennn)-1H-1,2,3-rpuazon-4-ui|npormn } -5-[ 2-
(TpUdTOPMETUI) TUPUMUIUH-S-UA Jmuppoo[2,1-f][1,2,4]Tpua3uH-6-kapOOHUTPUTIA;
4-amuHO-7-{(1R)-1-[1-(2,4-mudpTopdennn)-1H-1,2,3-Tpuazon-4-wi|maporm } -5-[2-
(TpUPTOPMETHIT)TUPUMUAUH-S-U Juppoiio[2,1-f][1,2,4]Tpua3un-6-kapOOHUTPUIIA;
4-amuno-7-{(1R)-1-[1-(3,4-mucpropdennn)-1H-1,2,3-Tpuazon-4-ui|nponun }-5-[ 2-
(TpudTOpMETHIT) TUPUMUANH-S -1 [ippodo[2,1-f][1,2,4] Tpua3un-6-kapOOHUTpUIIA;
4-amuno-7-{(1R)-1-[1-(2-bTopdennn)-1H-mupazon-4-uin]atumn }-5-[2-(TpudToOpMeTHIT)
NUPUMUIUH-5-Ui Jnuppoio[2,1-f][1,2,4]Tpua3uH-6-kapOOHUTpUNIA;
4-amuno-7-{(1S)-1-[1-(2-pTopdenun)- 1 H-mupazon-4-un]3tun }-5-[2-(TpudTopMeTH)
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NUPUMUIUH-5-Uj Jiuppodio[2,1-f][1,2,4]Tpua3uH-6-kapOoOHUTpUNIA;
7-{(1R)-1-[1-(2,4-mucTopdennn)-1H-1,2,3-Tpuazon-4-un|atumn }-5-[2-(TpudTOpMETHIT)
MUPUMUAMH-5-Ui |[muppono|2,1-f][1,2,4]Tpuazun-4-amuna;
4-amunHO-7-{(1S)-1-[3-(2-bTopdhennn)-1,2-okcazon-5-ui 3T }-5-[2-(TpudToOpMeTHI)
MUPUMMIUH-5-uj Jmuppoio[2,1-f][1,2,4]Tpua3uH-6-kapOOHUTPUIIA;
4-amunHO-7-{(1R)-1-[3-(2-bTopdennn)-1,2-okcazom-5-u]|3Tun }-5-[ 2-(TpudTopmeTHi)
MUPUMMIUH-5-Uj Jnuppoio[2,1-f][1,2,4]Tpua3uH-6-kapOOHUTPUIIA;
4-aMUHO-5-[2-(mudTopMeTUT) TUPUMUIUH-S-Wi]-7-{ [ 1-(2-pTopdenun)- | H-mupazomn-4-un]
MeTul jiuppoio[2,1-f][1,2,4]Tpua3uH-6-kapOOHUTPUIIA;
4-amuHO-7-{[3-(2-dpTopdennn)-1,2-okcazon-5-uiMeTu }-5-[ 2-(Tprud TopMETHIT ) T PUMH T H-
S-wnnuppono[2,1-f][1,2,4]Tpua3uH-6-kapOOHUTpUIIA;
4-amuno-7-{(1R)-1-[1-(mpoman-2-un)- 1 H-nupazomn-4-ui|upomm }-5-[ 2-(TpudTopMeTHI)
NUPUMUIUH-5-Ui Jiuppodio[2,1-f][1,2,4]Tpua3uH-6-kapOOHUTpUNIA;
4-amuno-7-{(1S)-1-[1-(mpomaHn-2-un)- 1 H-mupa3zomn-4-un]opomnu }-5-[ 2-(TpupTopMeTHIT)
MUPUMMIAH-S5-ui Juppoiio[2,1-f][1,2,4]Tpua3uH-6-KkapOOHUTPHIIA;
4-amuHO-7-{(1R)-1-[1-(2-dpTopdenun)- 1 H-mupazomn-4-un]mpomun }-5-[ 2-(Tpud TopmMeTiT)
MUPUMMIUH-5-uj Jmuppoio[2,1-f][1,2,4]Tpua3uH-6-kapOOHUTPUIIA;
4-amuno0-7-{(1S)-1-[1-(2-pTopdenun)- | H-mupazon-4-un|mpomnun }-5-[2-(TpudTopMeTHII)
MUPUMMIUH-5-Uj Jnuppoio[2,1-f][1,2,4]Tpua3uH-6-kapOOHUTPUIIA;
4-amuHO-7-{(1R)-1-[1-(2,4-mudTopdennn)- | H-nupazon-4-un]atun } -5-[2-(TpudTopme )
MUPUMMIUH-5-Us Jiuppoio[2,1-f][1,2,4]Tpua3uH-6-kapOOHUTPUIIA;
4-amuHo-7-{(1S)-1-[1-(2,4-mudropdenun)- 1 H-mupazon-4-un]atui }-5-[ 2-(TpudTopme )
MUPUMUIUH-5-Uj Jupporio[2,1-f][1,2,4]Tpua3uH-6-kapOOHUTPUIIA;
4-amuHO-7-{ (1R)-1-[1-(2,4-mudTopdennn)- 1 H-mupazon-4-un|nponu }-5-[ 2-(TpudropMeTHn)
NUPUMUIUH-5-Ui Jnuppodio[2,1-f][1,2,4]Tpua3un-6-kapOoOHUTpUNIA;
4-amuHO-7-{(1S)-1-[1-(2,4-mudropdenun)- 1 H-mupazon-4-un|mpomu } -5-[ 2-(TpudhTopMETHIT)
MUPUMMIAH-5-ui Jiuppoiio[2,1-f][1,2,4]Tpua3uH-6-KkapOOHUTPHIIA;
4-aMuHO-5-[2-(mudTopMeTUIT) U pUMUIKMH-5-UIT]-7-{ (1S)-1-[1-(2-pTopdenun)- 1 H-mupazo-
4-un)atun frimppoino[2,1-f][1,2,4] rpua3uH-6-kapOoHUTpUIIA;
4-aMuHO-5-[2-(mudTopmeTrn)mupuMuanH-5-wi]-7-{ (1R)-1-[ 1-(2-propdenun)- 1 H-mupazo:-
4-un)atun jrimppono[2,1-f][1,2,4] tpua3uH-6-kapOoHUTpUIIA;
7-{(15)-1-[1-(2-¢pTopdenun)-1H-1,2,3-rpuazon-4-un]atumn } -5-[ 2-(Tpucd TopmeTiT)
MUPUMUIMH-5-ui | ouppoiio[2,1-f][1,2,4]tpua3un-4-amuna;
7-{(15)-1-[1-(2,4-mudropdenun)-1H-1,2,3-Tpuazon-4-un|3tun }-5-[2-(Tpud TopMeTHI)
MUPUMUTIUH-5-wi nuppoiio[2,1-f][1,2,4]tpuasun-4-amuna; u
7-{(15)-1-[1-(2,4-mudropdenun)-1H-1,2,3-Tpuazon-4-uioporui }-5-[ 2-(TpupTopMeTHIT)
MUPUMUIMH-5-wi|nuppoio[2,1-f][1,2,4]tpua3un-4-amuHa;
WM ero (papManeBTUUECKH IMpUeMiieMas CoJlb.
13. CoenurHenue 1o M. 5, rjie COeAMHEHUE BBIOUPAIOT U3 TPYIIIbI, COCTOSIIEN U3
7-{(IR)-1-[1-(2-pTopdennn)-1H-1,2,3-Tprazon-4-ui|mpomnwui } -5-(4-MeTOKCUITUPUMUUH-
S-um)nuppoiio[2,1-f][1,2,4]rpuazun-4-amuna;
7-{(1R)-1-[1-(2-pTopdenunn)-1H-1,2,3-tpuazon-4-ui|uponu }-5-[2-(TpupTopMeTHI)
MUPUMUINH-5-un]ouppoio[2,1-f][1,2,4]Tpua3zun-4-amuHna;
4-amuHO-7-{(1R)-1-[1-(2-pTopdennn)-1H-1,2,3-Tpuazon-4-ui]mponun }-5-[2-
(TpUPTOPMETHIT)TUPUMUAUH-S-U Juppoiio[2,1-f][1,2,4]Tpua3un-6-kapOOHUTPUIIA;
7-{(1R)-1-[1-(2-bTopdenun)-1H-1,2,3-Tpuazon-4-un]3tun }-5-[2-(Tpud TopMeTHI)
MUPUMUIUH-5-wi | nuppoiio[2,1-f][1,2,4]tpua3un-4-amuHa;
4-amuHo-7-{(1R)-1-[1-(2-pTopdenun)-1H-1,2,3-Tpruazon-4-ui|atui }-5-[ 2-(TpudTopMeTHI)
NUPUMUIUH-5-Ui Jnuppoio[2,1-f][1,2,4]Tpua3uH-6-kapOOHUTpUNIA;
7-{(1R)-1-[1-(2,4-mucdTopdennn)-1H-1,2,3-Tpuazon-4-ui|upomnu }-5-[ 2-(TpudTopMeTHIT)

Crp.: 6

n o

06602161 0¢C

v



A

2019120990

RU

MUPUMUIMH-5-wi|nuppoio[2,1-f][1,2,4]tpua3un-4-amuHa;
7-{(1R)-1-[1-(2,5-mucdTopdenun)-1H-1,2,3-Tpuazon-4-ui|upomnu }-5-[ 2-(TpudTopMeTHIT)
MUPUMUAMH-5-Ui |[muppono|2,1-f][1,2,4]Tpuazun-4-amuna;
7-{(15)-1-[1-(3,4-mupTopdennn)-1H-1,2,3-rpuazon-4-ui|nponus }-5-[2-(TpupTOpMETHT)
MUPUMUIMH-5-Ui |iuppono|2,1-f][1,2,4]Tpuazun-4-amuna;

4-ammno-7-{ [1-(2-propdennn)- 1 H-mupazon-4-wi|metun } -5-[2-(Tprud TOpMeTHIT) TUPUMUATAH-
S5-un]ouppono[2,1-f][1,2,4]rpua3uH-6-kapOOHUTPUIIA;

4-amuHO-7-{(1R)-1-[1-(2,4-mudpTopdenun)-1H-1,2,3-Tpuazon-4-umn|atumn } -5-[2-
(TpUTOPMETHIT)TUPUMUIUH-S-U Juppoiio[2,1-f][1,2,4]Tpuasun-6-kapOOHUTPUIIA;

4-amuno-7-{(1R)-1-[1-(2,5-mucdpropdennn)-1H-1,2,3-Tpuazon-4-ui|nponu }-5-[ 2-

(Tpud TOpMETHIT) TUPUMUANH- S5-I [tppodo[2,1-f][1,2,4] Tpua3un-6-kapOoHUTpUIIA;
4-amuno-7-{(1R)-1-[1-(2,4-nucdpropdennn)-1H-1,2,3-Tpuazon-4-ui|nponun }-5-[2-
(TpudTOPMETHIT) TUPUMUANH- S5-I [ippodo[2,1-f][1,2,4] Tpua3un-6-kapOoHUTpUIIA;
4-amuno-7-{(1R)-1-[1-(2-bTopdennn)-1H-nmupazon-4-uin]atumn }-5-[2-(TpudTopMeTHT)
MUPUMMIAH-S5-ui Juppoiio[2,1-f][1,2,4]Tpua3uH-6-KkapOOHUTPHIIA;
4-amunHo-7-{(1S)-1-[1-(2-dpTopdhenun)- 1 H-mupa3zon-4-ui |3t }-5-[ 2-(TpudTopMeTHII)
MUPUMMIUH-5-uj Jmuppoio[2,1-f][1,2,4]Tpua3uH-6-kapOOHUTPUIIA;
7-{(1IR)-1-[1-(2,4-mupTopdennn)-1H-1,2,3-rpuazon-4-ui] 3t }-5-[ 2-(TpudTopmMeTHI)
MUPUMUINH-5-uin]ouppoio[2,1-f][1,2,4]Tpua3zun-4-amuHa;
4-amuHO-7-{(1S)-1-[3-(2-pTopderun)-1,2-o0kcaz0m-5-ui |3t }-5-[2-(TpupTopMeTII)
MUPUMMIUH-5-Us Jiuppoio[2,1-f][1,2,4]Tpua3uH-6-kapOOHUTPUIIA;
4-amuno-7-{(1R)-1-[3-(2-pTopdenn)-1,2-okcazoi-5-ui|3tumn }-5-[2-(TpudTopMeTHIT)
MUPUMUIUH-5-Uj Jupporio[2,1-f][1,2,4]Tpua3uH-6-kapOOHUTPUIIA;
4-aMUHO-5-[2-(AUPTOPMETHIT) MTUPUMHIUH-5-UT]-7-{ [1-(2-bTopdenun)- 1 H-mupazon-4-um]
MeTua }ippoio[2,1-f][1,2,4] Tpua3uH-6-kapOOHUTpUIIA;
4-amuHO-7-{[3-(2-pTopdhenun)-1,2-okcazon-5-uiamMetun }-5-[2-(TpudpTOpMETHIT ) TUPHUMUTUH-
S-un|muppono[2,1-f][1,2,4]Tpua3uH-6-kapOOHUTPUIIA;
4-amunHO-7-{(1S)-1-[1-(mponan-2-un)- 1 H-mupa3zon-4-um Juponun }-5-[ 2-(TpudTopmMeTHiI)
MUPUMMIUH-5-uj Jnuppoio[2,1-f][1,2,4]Tpua3uH-6-kapOOHUTPUIIA;
4-amuHO-7-{(1R)-1-[1-(2-dTopdenun)- 1 H-mupazomn-4-un]mpomun }-5-[2-(Tpud TopmeTir)
MUPUMMIUH-5-Uj Jnuppoio[2,1-f][1,2,4]Tpua3uH-6-kapOOHUTPUIIA;
4-amuHO-7-{(1S)-1-[1-(2-pTopdenun)- | H-nmupazon-4-unupornun }-5-[2-(TpudTopMeTHII)
MUPUMMIUH-5-Ul Jiuppoiio[2,1-f][1,2,4]Tpua3uH-6-kapOOHUTPUIIA;

4-amuno-7-{(1R)-1-[1-(2,4-mudTopdennn)- 1 H-mupa3zon-4-un|atun }-5-[ 2-(TpudTopmMe i)
MUPUMUIUH-5-Uj Jupporio[2,1-f][1,2,4]Tpua3uH-6-kapOOHUTpUIIA;

4-amuno-7-{(1S)-1-[1-(2,4-mudropdenun)- 1 H-mupazon-4-un]atui }-5-[ 2-(TpudTopme )
NUPUMUIUH-5-Ui Jniuppodio[2,1-f][1,2,4]Tpua3uH-6-kapOOHUTpUNIA;

4-amuHO-7-{ (1R)-1-[1-(2,4-mudTopdernn)- 1 H-mupazon-4-ui|npornu }-5-[ 2-(TpudTopMeTHII)
MUPUMMIAH-S5-ui Jiuppoiio[2,1-f][1,2,4]Tpua3uH-6-KapOOHUTPHIIA;

4-amuno-7-{(1S)-1-[1-(2,4-mucpropdennn)- 1 H-mupazomn-4-wi|mporm } -5-[ 2-(TpudTopMeTHn)
MUPUMMIUH-5-uj Jnmuppoio[2,1-f][1,2,4]Tpua3uH-6-kapOOHUTPUIIA;

4-aMuHO-5-[2-(mudTopMeTH) upuUMUIUH-5-1|-7-{ (1S)-1-[1-(2-dbTopdennn)- | H-mupazo:-
4-un)atun jrimppoino[2,1-f][1,2,4] Tpua3unH-6-kapOOHUTpUIIA; U

4-aMuHO-5-[2-(mudTopmeTrn)mupumMuanH-5-ui]-7-{ (1R)-1-[ 1-(2-propdenun)- 1 H-mupazo:-
4-un]atun jiiuppono[2,1-f][1,2,4]tpuasun-6-kapOOHUTpUIIA;

WK ero (papManeBTUUECKU TTpUemMiIeMast CoJlb.

14. Coemunenwe 1-{(1S)-1-[1-(2-pTopdennn)-1H-mupazon-4-un|mpormw }-3-[2-
(TpudTopMeTUT)TUPUMUIKH-5-11 |- 1 H-tupa3zomno[3,4-dJmupuMuinH-4-aMyH WU €T0
(dhapManeBTUIECKH IpreMJIeMasi COJIb.

15. Coenunenue 4-aMUHO-5-[2-(audTopMeTH) MUpUMUIUH-5-ui]-7-{[1-(2-pTopdenun)-
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1H-nmupazon-4-un]merun jiuppoiio[2,1-f][1,2,4]Tpua3un-6-kapOOHUTPUIT WK €TO
dbapmManeBTUYECKH TpUEMIIEMAst COJIb.

16. Coequnenue 4-amuno-7-{(1S)-1-[1-(2-pTopdennn)- 1 H-nmupazon-4-un]oponun }-5-[2-
(TpudTOpMETHIT) TUPUMUANH-S-W [uppodo[2,1-f][1,2,4] Tpua3un-6-KapOOHUTPHUIT WU €TO
dhapManeBTUYECKH TpUeMJIeMasi CoJib.

17. Coequnenue 4-amunao-7-{(1S)-1-[1-(2-dpTopdennn)- 1 H-mupazon-4-ui |3t }-5-[2-
(TpUTOPMETUI) TUPUMUIUH-S-U Jmuppoao[2,1-f][1,2,4]Tpua3uH-6-kapOOHUTPUI UITU €T0
(dhapManeBTUYECKH ITpHUEMIIEMAs COJIb.

18. Coegunenue 4-amuno-7-{[1-(2-propdenun)- 1 H-nupazon-4-un|merun }-5-[2-
(TprdTOpMETHIT) TUPUMUAUH-S-U Jiuppoiio[2,1-f][1,2,4]Tprua3uH-6-kapOOHUTPUIT UITH €TO
(dhapmaneBTUIECKH preMJIeMasi COJIb.

19. Crioco0 jeueHust MyKOBHCIMI03a, ACTMbI, OPOHXO03KTa3a, XPOHUUECKON OOCTPYKTUBHOM
6one3nu nerkux (XOBJI), 3anmopa, caxapHoro nuabdera, Cyxoro KepaToKOHBIOKTUBHTA,
MMaHKpeaTUTa, pPUHOCUHYCUTa WK cuHapoMa Lllerpena y Hyknaromierocs B JIECYEHUH [TALUMEHTA,
BKJTIOUAIOIIIMI BBE/IEHHUE HYKIAIOIIEMYCS B JICUCHUH MALMEHTY TepareBTUUeCKH 3(h(HEeKTUBHOTO
KOJIMYECTBA COEMHEHUS 110 JTI000MY U3 T1l.1-18 nim apManeBTUUIECKH TTPUEMIIEMOI COJTH
YIOMSIHYyTOT'O COEIUHEHUSI.

20. Cnioco0 jeueHust MyKOBHCIMA03a Y HYKIAIOIIETOCs B JICYEHUH NAlMEHTAa, BKITFOUAOIUN
BBEJICHUE HY)KIAIOIIEMYCs B JICUCHUU MTALMEHTY TepaneBTUYECKU 3((HEKTUBHOT O KOJIMUECTBA
COEIMHEHHUS 110 JII0OOoMY 13 Tl 1-18 nim papManeBTUUECKU TPUEMIIEMOM COJTU YIIOMSIHYTOT'O
COEUHEHUSI.

21. Coenuuenue Wiy ero hapManeBTUIECKH ITpUemMiIeMast CoJib 1o Jrooomy u3 it 1-18 mis
MIPUMEHEHUS ITPU JICUEHUU MYKOBUCIHI03A.

22. dapmaneBTUUECKas KOMITO3MLMS, CoJiepkKalasi TepaneBThuecku 3¢hHeKTUBHOE
KOJIMYECTBO OJHOI'O WJIM HECKOJIBKUX COEIMHEHUH 110 T1000My U3 mil. 1-18, uim ero
(dhapmaleBTUUECKH TPUEMIIEMOM COJIM, BMECTE C (hapMalleBTUUECKU MPUEMIIEMBIM HOCUTEIIEM.

23. @apmaneBTHYECKass KOMITO3ULMS 110 M. 22, TOTIOJIHUTENBHO COAEpIKAIasi OJTHO WUJIU
HECKOJIBKO JOMOJIHUTENBHBIX TEPATIEBTUUECKUX CPEACTB.

24. @apManeBTAYECKAs KOMITO3ULKMS 1O 1. 23, T/1€ OTHO WJIM HECKOJIBKO TOTIOJTHUTEIbHBIX
TE€pPANEeBTUUECKUX CPEJICTB HE3ABUCHMO BBIOUPAIOT U3 IPYMIIbI, COCTOSIIEN U3 CTUMYIISITOPA
CFTR, xoppektopa CFTR, uHruburopa anmurenuaibHbIX HaTpUeBbIX KaHanoB (ENaC),
yeunutenst CFTR, crabunuzatopa CFTR, cpencrBa CKBO3HOTO MPOYUTHIBAHUSA,
OJIMTOHYKJIEOTUHOM 3aIUIaTKH, MHAYKTOpA ayToparuu U MOAyJIaTOpa NPOTeocTasa.

25. ®apmaneBTUUECKas KOMITO3Uus 1o 11. 24, rae ctumyiasTop CFTR B kaxxaoM ciydae
BBIOMpPAIOT M3 TPyMIbI, cocTostmei uz VX-770 (uBakadrop), GLPG-1837, GLPG-2451, QBW-
251, FDL-176, FDL-129, CTP-656 u PTI-P271.

26. ®apmaneBTUUeCKass KoMmro3uuus 1o 1. 24, rae koppekrop CFTR B kaxaom ciydae
BBIOUPAIOT U3 FpyMIIbl, cocTosmel u3 VX-809 (mymakadrop), VX-661 (Tezakadrop), VX-
983, VX-152, VX-440, VX-659, GLPG-2737, P247-A, GLPG-2222, GLPG-2665, GLPG-2851,
FDL-169 u PTI C1811.

27. ®apmaneBTUUECKAS] KOMITO3UIUS 110 T1. 24, TIe MHTUOUTOP SMUTETUATBHBIX HATPUEBBIX
kaHanoB (ENaC) B ka)/10M ciydae BBIOMPAIOT U3 rpynibl, cocrosimei u3 SPX-101, QBW-
276 u VX-371.

28. ®apMmaneBTUUEeCKast KOMIO3ULMs 1o 11. 24, rae ycwmrenb CFTR B kaxx1oM ciyyae
BBIOUPAIOT U3 rpymnibl, cocTosiieit u3 PTI-428 u PTI-130.

29. dapmarneBTHUECKass KOMITO3ULMS 110 11. 24, Trie ctabunuzatop CFTR npencrasmiser
coboit N-91115 (kaBOCOHCTAT).

30. @apManeBTUYECKAsT KOMIIO3ULMS 11O 1. 24, T/I€ ar€HT CKBO3HOT'O IIPOYUTHIBAHUS
MPEJICTABIISIET COOOM aTalypeH.

31. ®apmaneBTUUYECKAsd KOMITO3ULKSA 110 I1. 24, T/1€ HYKJIEOTUAHAS 3aIUIATKA IPEACTABIISET
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coboit QR-010.

32. @apmaneBTUUECKAST KOMITO3ULMS 11O 1. 24, TJIe MHAYKTOP ayTo(daruu B KaKJ10M ciiydyae
BBIOMPAIOT U3 TPYIIIBI, cocTosiel n3 CX-4945 u coueTaHus UCTEAMUHA U STIUT AJIJTIOKATEXUHA
rajmarta (EGCQG).

33. Cnioco0 j1eueHust MyKOBHCIMI03a Y HYKIAFOIIETOCs B JICUCHUH MAlMEHTa, BKITFOUATOIIUI
BBEJICHUE HYXK/TAIOIIEMYCS B JICYSHUH IMAMEHTY (papMaleBTUIeCKONH KOMITO3UIIMH TI0 TI00OMY
v3 mIL. 22-32.

34. dapmaneBTHUECKasE KOMITO3ULMS 10 JIFOOOMY U3 M. 22-32 1171 IPUMEHEHUS ITPU
JIEYEHUH MYKOBUCIM/1034.
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