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1. CoeanHeHne opmyneil Il

RS RP

RB(n)

II
roe A npeactaenseT cobon C(O) nnm SO,;

R 1 RP, B3sTble BMecTe, 06pasytoT 3-6-UreHHbIN LMKNOAnKUn Unm 4-nupaHnn;

RE npeactaenseT cobon H, (C1-C4)-ankun, Heobsa3aTenbHO 3aMELLEHHbI 3aMecTUTENEM,
BbIGpaHHbLIM 13 CN, NO,, CF3, OCF3, OH, SR®, S(O)R®, SO,R®, COOH, COOR®, OR® nnu

cbeHuna, HeobsizaTenLHO 3amelleHHoro R%;
B npeacraenseT cobon deHur;
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Z npeacraenseT cobon
Y

roe L npeacraBnsaeTt coboli CBA3b;

W npenctasnsaeTt cobori 5-14-4neHHblin 0gHOSIAEPHbIN, ABYXAAEPHbIN UNKU TpexXsaepHbIn
reTepoLMKINYECKUn UNKU reTepoapunbHbIA LUK,

m 1 N paBHbl, He3asmucumo, 0-5; unm

Z npencraBnseTt cobon gudeHunMeTun, rae Kaxkabli eHnn coaepxmT ao 5
3amecTuTenein R%; u

R® u R? BbibupatoT, HesaBucumo, 3 R', R?, R, R* unu R®, rge

R npencraensiet coboii okco, R® unu ((C1-C4)-anudatnueckas rpynna),-Y;

n paseH 0 nnu 1;

Y npepcrtasnsieT coboii ranoreH, CN, NO,, CF3, OCF3, OH, SR®, S(O)R®, SO,R®, NH,,
NHR®, N(R®),, NR®R& COOH, COOR® nnn ORS; unmn gea R' y cocegrmx Lumknnyecknx aTomos,
B34ATble BMecTe, 0bpa3sytoT 1,2-MeTMneHanoken unm 1,2-aTuneHanoKkeu;

R? npencTtaenseT coboit anudaTtinyeckyto rpynny, rae kaxaas rpynna R2, HeobsizaTensHo,
codepkuUT [0 2 3amMecTUTeneid, BbIGpaHHbIX, HesaBucumo, n3 R', R* unu RS;

R® npencTtaenseT coboit LmKknoanuaTUyeckyto rpynmny, apur, reTepoLyKInYeckyto rpynmny
UINKn reTepoapunbHbIN UMK, Heoba3aTenbHO, cogepXalymin 4o 3 3amectuTenemn, BbIbpaHHbIX,
HesaBucumo, u3 R', R?, R* unn RY;

R* npencraenset coboit OR®, OR®, OC(O)R®, OC(O)R®, OC(0)OR®, OC(O)ORS,
OC(O)N(R®),, OC(O)N(R?),, OC(O)N(R®R?), SR®, SR®, S(O)R®, S(O)R®, SO,R®, SO,R®,
SO,N(R®),, SO;N(R?),, SO,NR°R®, SO3R®, SO;R®, C(O)R®, C(0)OR?®, C(O)R®, C(O)OR®,
C(O)N(R®),, C(O)N(R®),, C(O)N(R°R®), C(O)N(OR®)R®, C(O)N(OR®)R®, C(O)N(OR®)RS5,
C(O)N(OR®)R®, C(NOR®)R®, C(NOR®)R®, C(NOR®)R®, C(NOR®)R®, N(R®),, N(R®),, N(R°R®),
NRSC(O)R®, NR®C(O)R®, NR°C(0)R®, NR®C(0O)R®, NR®C(0)OR®, NR®C(0O)ORE,
NR®C(0)ORS5, NR®C(0)OR®, NR®C(O)N(R®),, NR6C(O)NR®R®, NR6C(O)N(R®),,
NR5C(0)N(R®),, NR°C(O)NR®R®, NR°C(O)N(R®),, NR®SO,R® NR®SO,R® NR°SO,R®,
NR5SO,R®, NR8SO,N(R®),, NR*SO,N(R®),, NRCSO,NR°R®, NR®SO,N(R®),, NR*SO,NR°R®,
NR5SO,N(R?),, N(OR®)R®, N(OR®)R®, N(OR®)R® unun N(OR%)RE;

R® npencTaenseT coboii uuknoanudaTiieckyto rpynny, apur, reTepoLMKIMYeckyto rpynmny
UN reTepoapurbHbI LMK, Heobs3aTernbHO coaepxalumii Ao 3 aamectuteneit R';

R® npencrtaensieT cobon H nnu anudaTtudeckyto rpynny, rae R, HeoBsizaTenbHO, COLEPXnUT
3amecTuTens R’;

R’ npencTaenseT coboii uuknoanudaTiieckyto rpynny, apur, reTepoLMKIMYeckyio rpynmny
WIN reTepoapubHbIA LMK, U KaXabIin R’, HeobBsi3aTeNbHO, COOEpPXUT 40 2 3aMecTUTENEN,
BbIOpaHHbIX, He3aBncumo, U3 H, nuHenHoro nnu passeteneHHoro (C4-Cg)-ankuna, nMHenHoro
unu passeTBneHHoro (C,-Cg)-ankeHnna nnu -ankuHuna, 1,2-metuneHamokcu, 1,2-
atunenguoken unu (CH,),-Q;

Q BbIbupatoT n3 ranoreHa, CN, NO,, CF3, OCF3, OH, S-anudartunyeckon rpynnsl, S(O)-
anndatunyeckoin rpynnbl, SOy-anndartmnyeckor rpynnel, NH,, NH(anudatnyeckas rpynna),
N(anudatnyeckas rpynna),, N(anudatuyeckas rpynna)Ré, NHRE, N(R?8),, COOH, C(O)O-
(anndaTtuyeckas rpynna) nnm O-anmdaTnyeckon rpynnbl; n

R® npenctaBnseT coboii aMUMHO3ALLMTHYIO Fpynny;

unu ero hapmMaLeBTUYeCKN NpuemMnemas corlb,

npuv ycrnoBuu, 4To

(i) korma R® n RP, B3aTble BMecTe, 06pasyioT 4-nupaHoBbilii umkn, RE npeactaensiet coboit
Bogopoa, A npeacTtaenset coboii C(0), u uukn W BmecTe ¢ R? 1 m npeacrasnsieT coboii 2-

L RZm

amuHonupasuH-3-un, Toraa uvkn B Bmecte ¢ (RB), He aBnsetca dennnom, 4-vetundennnom, 4-
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xnopdgeHunom, 3-topdeHnnom, 4-metTokcudeHnnom, 2,4-gupTopdeHniom nnu 4-
dhTopdheHUnom;

(i) korma R® 1 RP, B3atble BMecTe, o6pasytoT umknorekcun, RE npeactaenset coboit
Bogopoa, A npeactaenseT cobor C(O), u L npeacraenset cobon 2-MeTOKCUNMPUANH-3-un,
Toraa umkn B BmecTe ¢ (RB), He sBnsieTcst dheHnnom;

(iii) korma R® n RP, B3sTble BMecTe, 06pasyioT umknobyTtun, RE npeacrasnsiet coboii
Bogopoa, A npeacraenset cobori C(O), n umkn W BmecTe ¢ RZum npencraensieT cobom
2,5,7,8-TeTpameTun-6-ruapokcun-2H-1-6eHsonnpan-2-un, Toraa uukn B Bmecte ¢ (RB), He
asnseTcs 4-[(MMUHOTUEH-2-UNMeTUN)aMUHO]PEHUNOM;

(iv) korga RC n RP, B3aTbie BMecTe, 06pasytoT Lmknonponun, RE npeacrasnsiet coboit
Bogopoa, A npeacrtaenset cobori C(O), n umkn W BmecTe ¢ RZum npeacraensieT cobon 2,5-
Anrnapo-4-ruapokcu-1-metun-5-okco-1H-nuppon-3-un, Toraa umkn B Bmecte ¢ (RB), He
ABNseTca PeHUnom;

(v) korga RC 1 RP, B3siTble BMecTe, 06pasytoT uuknonponun, RE npeacrasnsiet coboit
Bogopoa, A npeacrtaenset cobori C(O), n umkn W BmecTe ¢ RZum npeacTaeBnsieT cobom
2,3,4,9-tetparngpo-3[(3'-(2,6-gmumaonponun)ypenaol-1H-kapbason-3-un, Toraa uvkn B
BmecTe ¢ (RP), He aBnsieTcs 4-xnopdennnom;

(vi) koraa R® n RP, BasiTble BMecTe, o6pasytoT umknonponun, RE npeacrasnsiet coboit
Bogopoa, A npeacraenset cobori C(O), n umkn W BmecTe ¢ RZum npeacraensiet cobon 9,10-
Avruapo-9-okcoakpuamnn-3-un, Toraa uvkn B Bmecte ¢ (RB),, He sBnsieTcsa 4-xnopdeHnnom;

(vii) korga RE npenctaBnsieT coboit Bogopop, v A npeactasnsieT coboi C(O), Torga
UCKMYaloTCa cnegyowmne CoeamHeHNs:

RC n RD Bmecte Linkn W Bmecte ¢ RZ um Linkn B BMecte c RBun
4-nupaH [O] dennn
N
S
=4
N
OMe
4-nupaH ondeHunveTmn denunn
umkno6yTun S deHun
+— [ )«
N
Cl
LMKINONEHTMUN 6eH3odypaH-2-un 3,4-aumeTokcndenun
yuknonponun O 4-xnopcenHun
N">
(<) 2 OMe
N
N/
\S
umKnonponun Ph eHun
)3
lllii] o [llii]
4-nMpaH Unu LUMKnorekeun anderunveTun 3,4-anmeTokcndenun
4-nupaH 2-cpypaHun 4-meTokendeHun
4-nupaH 5-6pom-2-chypaHun deHun
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LIMKNONEHTUN hennn

SN Me
— I

4-nupaH 1,4-6€H30ANOKCUH-2-MN deHun
4-nupaH 4,5-pumeTtnndypan-2-1n dennn
LMKnorekcun 6eH30dypaH-2-1n 3,4-gumeTokendennn
LMKMONeHTun AanderunveTun 3,4-aumeTokcndenun
LMKoneHTun 0] l dennn
N
U
[
W
LMKNONEHTUN 5-6pomadypaH-2-un 3,4-gpumeTokcudeHnn
LMKINONEHTUN S N OMe deHun
g 7
N\ A
4-nupaH 2-cbypanun, 5-aTundypan-2-un, 2-TueHnn dennn
LMKINONEHTMUN dypannn deHun
LMKoneHTun dennn
4-nupanun 2-6eH3oypaHmn deHun
4-nupanun 5-6pomdypan-2-un 4-meTokeudeHun
LMKINONEHTMUN 5-6pomcpypaH-2-un deHun
4-nupanun 2-Tnennn 4-meTokendeHun
4-nupanun andernnveTun 4-meTokcudeHun
LMKoneHTun 2-6eH3odypaHun dennn
4-nupanun 2-6eH3obypaHun 3,4-gumeTokcndenun
LMKoneHTun 1-deHnn-1-(4-n3o06yTokcudernn)metTnn dennn
LMKINONEHTUN 1,4-6€H30ANOKCUH-2-UN 3,4-aumeTokcndenun

(viii) korna R® n RP, BasiTble BMecTe, o6pa3ytoT umknoneHTtun, RE npeacraensiet coboit
Bogopoa, A npeacraenset cobor C(O), n umkn W BmecTe ¢ RZum npencraensieT cobom
andbennnmeTun, Toraa umkn B Bmecte ¢ (RB),, He sBnseTca denunom, 4-aTokcndeHnnom, 4-
OyTokcudeHnnom, 4-n3obyTokcndeHNNoM unu 4-meTokcudeHNIOM.

2. CoeanHenue no n.1, rae A npeacraenset cobon C(O).

. CoeguHeHne no n.1, rae A npegcrtaenset coborn SO..

. Coeamrenue no n.1, rae RC u RP, B3aTbie BMecTe, 06pa3yloT 4-nnupaHun.

CoegauHenve no n.1, rae RC u RP, B3aTbie BmecTe, 006pa3ytoT 3-6-UneHHbI LMKNoasnkus.
CoepaunHenue o n.5, rae RC n RP, B3sTbie BMecTe, 06pasyioT 5-6-UneHHbIii LMKNoanku.
. CoeamHenue no n.6, rae RC n RP, B3aTbie BmecTe, 06pa3yloT 5-UneHHbIN LMKNoankus.

. Coeaurenve no n.6, rae RC n RP, BaaTbie BMecTe, 06pasytoT 6-UneHHbIN LMKNoankun.

9. CoeamHeHune no n.1, rae W npeacrtaensieT cobon Heobsa3aTernbHO 3aMeLLEHHbIA MHAONNT,
©eH3odypaHmn nnm 6eH3oTUEHMN.

10. CoeanHeHne no n.9, rae ykasaHHOe coeanHeHne npeacTaBnsieT cobon nHaon-2-un,
nHgon-3-un, 6eH3odypaH-2-un nnu 6eH30TUeH-2-1r.

11. CoeanHerne no n.1, rae W npencraensieT cobon Heobs3aTenbHO 3aMeLLeHHbIN
NUPasoNun 1N NHA3onun.

© N AW
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12. CoegnHeHmne no n.11, rae W npeacraBnsieT coboi Heobsi3aTeNbHO 3aMeLLLEHHbIN NMpPason-

3-un, nupason-4-un nnn nHaason-3-mn.

13. CoegunHenue no n.1, rae RE npenctaensieT coboit Bogopop.

14. CoegnHeHune no n.1, roe Z npencraBnseTt cobor gudeHnnmeTnn.

15. CoeanHerne no n.1, rae W npencraesnsieT cobon HeobA3aTenbHO 3aMeLLEeHHbIN 6-
YNEHHBIN reTepoapoMaTUYECKUA LMK, COAEPXKaLUA 0O 2 reTepoaTOMOB, BblIOpaHHbIX,
HesaBucumo, u3 O, S unu N.

16. CoeanHerne no n.1, rae W npegcraesnsieT cobon Heobs3aTenbHO 3aMeLLEHHYH0
LUMKINNYECKYLo rpynmny, BelbpaHHyto 13 doypaHuna, TMeHuna, u3okcasonuna unm nupponuna.

17. CoegnHenme no n.1, roe W npeacraBnsieT cobon HeobsizaTenbHO 3amelleHHyto 10-12-
UNEHHYO BULMKNNYECKYIO reTepoapoMaTyeckyto rpynmny.

18. CoegnHenune no n.17, roe W npeacraensieT cobon Heobs3aTenbHO 3aMeLLEHHYHO
LUMKIMYECKYHO rpynny, BolOpaHHYHO U3 XUHOMMHWNA UMW LMHHONMHMNA.

19. CoegnHeHune dopmynbi |

RS RD

RB(M

I

roe A npeactaenseT cobon C(O) nnm SO,;

RCunRP BblOMpaloT, He3aBucumo, ns H, (C1-C4)-anknna n apmna unm MoryT ObiTb B3SIThI
BMecTe ¢ obpasoBaHmnem (C3-C8)-uuknoankumna unm reTepoLnKMYeCcKon rpynnbi;

RE npencrasnset coboii H, (C1-C4)-ankun, Heobs3aTenbHO 3aMeLLeHHbIN 3aMecTuTenem,
BbIGpaHHbIM 13 CN, NO,, CF5, OCF3, OH, SR®, S(O)R®, SO,R® COOH, COOR®, OR® nnu
cbeHuna, Heobsi3aTenbHO 3amMelleHHoro R%;

B npeacraenset cobon apun unv reTepoLmMKIIM4eckyto rpynny;

Z npepacrtasnseT cobomn ;
pen L RZmM

roe L npeacraensiet cobon (C1-C6)-ankmnuaeH, -O-((C1-C6)-ankunuaeH), ((C1-C6)-
ankunugeH)-O- unu cBA3b, rae 4o ABYX aTOMOB yrnepoa B Yyka3aHHOM ankunuaeHe B L
3aMelleHbl, HesaBucumo, O, S nnn N;

W npepctaenseT coboii apun, retepouuknunyeckyto rpynny unm (C5-C7)-umknoankus,

m 1 N paBHbl, He3asucumo, 0-5; n

RB 1 R? Bbl6upatoT, Hesaeucumo, 13 R', R?, R3, R* unn RS, roe

R npencraensiet coboii okco, R® unu ((C1-C4)-anudatnueckas rpynna),-Y;

n paeeH 0 nnu 1;

Y npencrasnseT coboii ranoreH, CN, NO,, CF3, OCF3, OH, SR®, S(O)R®, SO,R®, NH,,
NHRS, N(RG)Z, NRCR?, N(RB)Z, COOH, COORS® unu ORS; unu aBa R’ Yy coCeHNX LMKNUYECKMNX
aToOMOB, B3ATble BMecTe, 06pasytoT 1,2-MeTuneHanoken unu 1,2-sTuneHanoKey;

R? npencrasnsieT coboii anudaTtyeckyto rpynny, roe kaxaas rpynna R2, HeobsizaTensHo,
COAEPXMUT 0 2 3amecTUTenen, BbIbpaHHbIX, HE3aBUCMMO, U3 R' R* unn R5;

R3 npencTaenseT coboii uuknoanudaTiieckyto rpynny, apur, reTepoLMKIMYeckyto rpynmny
UINKn reTepoapunbHbIN UMK, Heoba3aTenbHO, cogepXalymin 4o 3 3amecTuTtenem, BbIbpaHHbIX,
Hesaeucumo, u3 R', R, R* unu R®;

R* npencTaenset coboit OR®, OR®, OC(O)R®, OC(O)R®, OC(O)OR®, OC(O)ORS,
OC(O)N(R®),, OC(O)N(R?),, OC(O)N(R®R?), SR®, SR5, S(O)R®, S(O)R®, SO,R®, SO,R?,
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SO,N(R®),, SO;N(R®),, SO,NR°RE, SO3R®, SO;R%, C(O)R®, C(O)OR?®, C(O)R®, C(O)OR®,
C(O)N(R®),, C(O)N(R®),, C(O)N(R®°R®), C(O)N(OR®)R®, C(O)N(OR®)R®, C(O)N(OR®)RS,
C(O)N(OR®)R5, C(NOR®)R®, C(NOR®)R®, C(NOR®)R®, C(NOR®)R?®, N(R?),, N(R%),, N(R°R®),
NRS5C(0)R®, NR8C(O)R®, NR3C(O)R®, NR®C(0O)R5, NR®C(0)OR®, NR5C(0)ORS,
NR®C(0)ORS5, NR®C(0)OR®, NR®C(O)N(R®),, NR6C(O)NR®R®, NR6C(O)N(R®),,
NR5C(0)N(R®),, NR3*C(O)NR®R®, NR®C(O)N(R%),, NR6SO,R® NRESO,R® NR5SO,R?,
NR5SO,R®, NR8SO,N(R®),, NR*SO,N(R®),, NRCSO,NR°R®, NR®SO,N(R®),, NR*SO,NR°R®,
NR5SO,N(R?),, N(OR®)R®, N(OR®)R®, N(OR®)R5 unun N(OR%)RE;

R® npencTaensieT coboit uuknoanudaTUieckyto rpynny, apurn, reTepoLMKINYeckyto rpynmny
UM reTepoapuribHbIi LMK, HeoBsi3aTerbHO coaepxalumii Ao 3 aamecTtuteneit R';

R® npencraensiet coboit H unu anudatuyeckyto rpynny, roe R®, Heo6sizatensHo, conepxut
3amectutens R’;

R’ npencrasnseT coboii LyknoanudaTMyeckyio rpynmny, apun, reTepoLMKIMYECKyIo rpynmny
Wnn reTepoapunbHbIiA LWKIT, N KaXKabli R’, HeoBsi3aTenbHo, COLEPXKUT 40 2 3aMeCTUTENEN,
BbIOpaHHbIX, He3aBncumo, u3 H, nuHenHoro nnu passeteneHHoro (C4-Cg)-ankuna, nMHenHoro
unu passeTBneHHoro (C,-Cg)-ankeHnna nnu -ankuHuna, 1,2-metuneHgmokcu, 1,2-
atunenguoken unu (CH,),-Q;

Q BbIGupatoT 13 ranoreHa, CN, NO,, CF;, OCF3;, OH, S-anndatunyeckon rpynnel, S(O)-
anudgatnyeckon rpynnel, SO-anudaTtndeckon rpynnsl, NH,, NH(anudatudeckas rpynna),
N(anudaTtnyeckas rpynna),, N(anudatuyeckas rpynna)Ré, NHRE, N(R?8),, COOH, C(O)O-
(anudatnyeckas rpynna) unm O-anndatnyeckon rpynnel; 1

R® npencTaBnseTt coboit aMMHO3ALLMTHYIO Fpynny;

unu ero bapmMaLeBTUYECKN NMpUeMIieMasi Coslb,

npwu yCrnoBuu, 4to

a) korga A npegctasnsieT cobon C(O), L npeactaensiet coboli cBaA3b, Z NpeacraBnseT
coboii eHunn, RC n RP, BaaTbie BMecTe, npeactasnsioT coboii uyknoneHTun, B npegcrasnseT
coboit perun, Toraa RE u R? He SBRsOTCS METOKCUIpynnamm;

b) korga A npeacraensieT cobon C(O), L npeacraensieT cobo cesA3b, Z npeacraBnsaeT
coboii eHun, RC n RP, B3aTbie BMecTe, npeactaensioT coboii uyknonponun, B npeacrasnseT
cobori coeHnn, Toraa RB He saBnsieTcs atTomom BOAOPOAa;

c) koraa A npegctaenset cobor C(O), L npeacraenseT cobow cBs3b, Z NpeacTaBnsieT
coboii 6eHaodypanun, R u RP, B3siTbie BMecTe, npeacTaBnsitoT coboit umknoneHTusn, B
npeacrasnseT coboii heHun, Toraa RB He sBnseTcs meTokeurpynnoii;

d) korga A npegctasnsieT cobon C(O), L npeactasnsaet cobori cBaA3b, Z NpeacrasnseT
cobori dheHnn, RC n RP, B3sTble BMecTe, npeacTaBnstoT cobon umknoneHTun, B npegcraenser
cobown cpeHnn, RB npeacraensieT cobon Bogopon, Toraa RZ He sBNsSieTCS aTOMOM Xropa;

e) korga A npegctaensieT cobon C(O), L npeactaensiet cobori cBa3b, Z NpeacraBnseT
coboit pypanun, RC n RP, BaaTble BMecTe, npeactasnsioT coboit LuknoneHTvn, B npeacraenser
coboit petnn, R® npeactasnsieT coboii MeToken, Toraa R He siBnsieTcst aTomom 6poma;

f) koroa A npegctaenset cobori C(O), L npeacraenset cobow cBs3b, Z NpeacTaBnsieT
coboit pypanun, R n RP, BaaTble BMecTe, npeacTtasnsioT coboit LuknoneHTvn, B npeacraenser
cobown heHnn, Torga RB He siBnsieTcs aTomom BoZopoaa; u

g) korga A npepactasnset cobon C(O), L npeacrtasnseTt cobow cBA3b, Z NnpeAacTaBnseT
cobori dheHnn, RC n RP, B3sTble BMecTe, npeacTaBnsitoT cobon uuknorekcun, B npeacrasnseT
coboit petun, RE npeactasBnsieT coboii MmeTokeu, n paBeH 2, RZ npeacTtaensieT coboit HUTPO,
TOrga m He paBeH 2.

20. CoeaunHeHue no n.19, rae A npencrtaensiet cobori C(O) u L npeactaBnsieT cobon cBs3b.

21. CoegunHenune no n.19, roe RC 1 RP, B3siTble BMecTe, npeacTaBnsoT COOON LMKITONEHTUN.

22. Coeamtenve no n.19, roe RC n RP, B3saTble BMecTe, npeacTaBnsitoT cOOOM LUKIorekcus.

23. CoeauHenve no n.19, rae R® n RP npencrasnsioT coboit aTomMbl Bogopoaa.

24. CoegmHerune no n.19, raoe R¢uRP NpeAcTaBnatoT cobon MeTUNbHbIE FPYNbI.
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25. CoeaunHeHue no n.19, rae W npepcraensiet cobori Heoba3aTenbHO 3aMeLLEHHbI apu.

26. CoeamHeHue no n.19, rae W npeacraensieT cobori HeobA3aTenbHO 3aMeLLeHHYHO
reTepoLUUKIIMYECKYO rpynny.

27. CoegunHeHune no n.19, rae W npeacraensieT cobon Heobsa3aTenbHO 3aMeLLEeHHbIN
LMKINOAankus.

28. CoeaunHeHue no n.19, rae W npepncraensiet cobor doennn.

29. CoeamnHerue no n.1, roe W npeacraensieT cobon Heobs3aTenbHO 3aMeLLEHHbIN
BeH3ocypaHumn.

30. CoepuHenne no n.1, rae W npegcraensieT coboii Heobs3aTenbHO 3aMeLLeHHbIN
©eH3oTnodeHun.

31. CoeguHeHue no n.1, rae W npeacrtaensiet cobor Heobsi3aTenbHO 3aMeLEeHHbIN MHOOMNWI.

32. CoeguHenue no n.1, rae W npeacrtaensiet cobor Heobsi3aTenbHO 3aMeLLEeHHbIN
NMPasonuI UM oKcasonwun.

33. CoeguHenne no n.1, rae W npencrasnset cobori Heoba3aTensHO 3aMeLleHHbI dypaHmn.

34. CoepuHenne no n.1, rae W npepgcraensieT coboii Heobs3aTenbHO 3aMeLLeHHbIN
XVUHOMUHUA.

35. CoepuHenne no n.1, rae W npegcraensieT coboii Heobs3aTenbHO 3aMeLLeHHbIN
WN30XMHOMUNHWI.

36. CoeguHeHnue no n.19, rae W npeacrtaensiet cobor Heobsi3aTeNnbHO 3aMeLLEeHHbIN
LUMHHOMMHWI.

37. CoeauHenve no n.1 unm 19, rae R n RP, B3sTbie BMecTe, 00pa3sytoT LUMKIorekcus.

38. CoeguHeHue no n.37, rae B npeactaBnsaet cobor oeHun.

39. CoeguHeHune no n.1 unu 19, rae n pa.eH 2.

40. CoeanHeHne no n.39, rae n paBeH 2, U Kaxabli RB npeactaensieT coboin (C1-C4)-ankokcu.

41. CoepmnHeHve no n.40, roe RB npencrasnsieT co6oii meTokew.

42. CoeanHerne no n.1 nnn 19, rae n paeeH 3.

43. CoeamHeHue no n.42, roe kaxabiii RB npeacTaBnsieT cobon (C1-C4)-ankokeu unm gTop.

44. dapmaueBTMYECKast KOMNO3NLMS, BKIOYatoLWas coeguHeHne no nobomy na nn. 1-43 n
dapmMaueBTMYECKM NPUEMEMbIN HOCUTESb.

45. Cnocob moaynsaummn akTMBHOCTU nepeHocudnka ABC, BkniovatoLwmnin ctaguio
KOHTaKTUPOBaHWsI NepeHocUYMKa ¢ coeguHeHnem copmynsi |

E
RS RD R

RB(n)

I

roe A npeacraensaeT cobon C(O) nnm SO,;

RCuRP BblOMpatoT, HesaBucnmo, n3 H, (C1-C4)-ankuna v apuna, unm RC 1 RP, B3saTble
BMecTe, obpasytoT (C3-C8)-Lmknoankun nnm reTepoLmKiMyYeCcKyto rpynmny;

RE npeactaenseT cobon H, (C1-C4)-ankun, Heobsa3aTenbHO 3aMELLEHHbI 3aMecTUTENEM,
BbIGpaHHbLIM 13 CN, NO,, CF3, OCF3, OH, SR®, S(O)R®, SO,R®, COOH, COOR®, OR® nnu
cbeHuna, HeobsizaTenLHO 3amelleHHoro R%;

B npeacraensieT cobow apun Unm reTepoLMKITMYECcKyo rpynny;

Zn TaBnsaeT 7 ;
peacrtaBsnsieT cobo L RZM

roe L npeacraensiet cobon (C1-C6)-ankmnmaeH, -O-((C1-C6)-ankunuaeH), ((C1-C6)-
ankunugeH)-O- unu ceA3sb, rae 4o ABYX aTOMOB yrnepoja B ykasaHHOM ankunuaeHe B L
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3aMelLleHbl, HesaBucumo, O, S nnu N;

W npenctaenseT coboii apun, retepouuknunyeckyto rpynny unm (C5-C7)-umknoankus,

m 1 N paBHbl, He3asucumo, 0-5; n

RB 1 R? Bbl6upatoT, HesaBucumo, 13 R', R?, R3, R* unn R®, roe

R" npencraensiet coboit okco, R® unu ((C1-C4)-anudatudueckas rpynna),-Y;

n paseH 0 nnn 1;

Y npencrasnseT coboii ranore, CN, NO,, CF3, OCF3, OH, SR®, S(O)R®, SO,R®, NH,,
NHR®, N(R®),, NR®R®, N(R®),, COOH, COOR® unn OR®; unu gea R' y cocegHmx Lmknmnyecknx
aToOMOB, B3ATble BMecTe, 06pasytoT 1,2-MeTuneHanoken unu 1,2-sTuneHanoKeuy;

R? npencraensieT cobon anmdaTnUdeckyto rpynny, rae kaxgas rpynna R?, HeoBsi3aTeNbHO,
COAEPXMUT [0 2 3amecTUTeNeN, BbIbpaHHbIX, HE3aBUCMMO, U3 R' R* unn R5;

R3 npencrasnsieT coboii LuknoanudaTMyeckyio rpynmny, apun, reTepoLMKIMYEcKyto rpynmny
WIn reTepoapunbHbIN LUKI, Heobs3aTenbHO, coaepXallmii oo 3 3amecTutenen, BblopaHHbIX,
HesaBucumo, u3 R', R, R* unu R5;

R* npencraensiet coboit OR®, OR®, OC(0O)R®, OC(O)R®, OC(O)OR®, OC(O)ORS,
OC(O)N(R®),, OC(O)N(R?),, OC(O)N(R®R?), SR®, SR5, S(O)R®, S(O)R®, SO,R®, SO,R?,
SO,N(R®),, SO;N(R®),, SO,NR°RE, SO3R®, SO;R%, C(O)R®, C(O)OR?®, C(O)R®, C(O)OR®,
C(O)N(R®),, C(O)N(R®),, C(O)N(R°R®), C(O)N(OR®)R®, C(O)N(OR®)R®, C(O)N(OR®)R?,
C(O)N(OR®)R5, C(NOR®)R®, C(NOR®)R®, C(NOR®)R®, C(NOR®)R?®, N(R®),, N(R%),, N(R°R®),
NR5C(0)R®, NR8C(0O)R®, NR3C(O)R®, NR8C(0O)R®, NR8C(O)OR®, NR®C(0O)ORS,
NR®C(0)OR®, NR>C(0)OR®, NR®C(O)N(R®),, NR®C(O)NR°R®, NRC(O)N(RY),,
NRSC(O)N(R®),, NRSC(O)NR®R®, NR°C(O)N(R®),, NR®SO,R®, NR®SO,R®, NR®SO,R?,
NR%SO,R®, NRCSO,N(R®),, NR3SO,N(R?),, NR®SO,NR5R® NR®SO,N(R?),, NR’SO,NR°RE,
NR®SO,N(R?®),, N(OR®)R®, N(OR®)R®, N(OR®)R® nnn N(OR®)RS;

R® npencTaensieT coboii uuknoanudaTuieckyto rpynny, apurn, reTepoLMKINYeckyto rpynmny
UM reTepoapuribHbIi LMK, HeoBsi3aTerbHO coaepxalumii Ao 3 aamecTtuteneit R';

R® npencraensiet coboit H unu anudatuyeckyto rpynny, roe R®, HeoBsizatensHo, conepxut
3amectutens R’;

R’ npencrasnseT coboii LyknoanudaTMyeckyio rpynmny, apun, reTepoLMKIMYECKyIo rpynmny
WIN reTepoapurbHbIA LMK, U KaXablin R’, HeoBsi3aTenbHo, COOEpPXUT 40 2 3aMecTUTENEN,
BblOpaHHbIX, He3aBMcUMo, u3 H, nuHenHoro nnu passeteneHHoro (C4-Cg)-ankuna, NMHEnHoro
unu passeTBneHHoro (C,-Cg)-ankeHuna unu -ankuduna, 1,2-metunenguokcu, 1,2-
atunenguoken unu (CH,),-Q;

Q BbIGupatoT 13 ranoreHa, CN, NO,, CF3, OCF3;, OH, S-anudatunyeckon rpynnel, S(O)-
anudgatnyeckon rpynnsl, SO-anudaTtndeckon rpynnsl, NH,, NH(anudatudeckas rpynna),
N(anudaTtnyeckas rpynna),, N(anudatuyeckas rpynna)Ré, NHRE, N(R®),, COOH, C(O)O-
(anudatnyeckas rpynna) unm O-anudatnyeckon rpynnel; 1

R® npencTtaBnseTt coboit aMMHO3ALLMTHYIO Fpynny;

unu ero papmaueBTUYECKM NPUeMnemMon Conbio.

46. Cnocob no n.45, rae ykasaHHOe coeMHEHNE BbIGMpatoT 13 noboro coegnHeHns no nn. 1-
43.

47. Cnocob no n.45, rae ykasaHHoe 3aborneBaHne BbIOMpalOT U3 KUCTO3HOro onbpo3sa,
HacneacTBeHHON amMdun3eMbl, HacneacTBEHHOro reMoXpomMaTo3a, HeAoCTaTO4YHOCTH
cBepTbIBaHUSA-nbprHONIM3a, Takon Kak gecpmumt 6enka C, HacneacTBEHHOro
aHMMOHEBPOTUYECKOrO OTeka Mo Tuny 1, HEAOCTAaTOUYHOCTM NPOLECCHMHIa NMUNUAOB, TAKOW Kak
cemelriHas rmnepxonecTtepuHemMmst, XnoMmMKpoHemMmmm no tTuny 1, abetanunonpoTenHemmun,
NU30COMHbIX 60Me3Hen HakonneHns!, Taknx Kak bonesHb KNeToYHbIX BKNoYeHUii/ncesqobonesHb
l'ynnepa, CEKpETOPHONM Anapen Unmn NosIMKUCTO3HOM OONe3HN NoYek, MyKononmcaxapuaos3os,
bonesnn Cangxodpda/Tas-Cakca, 6onesHn Kpurnepa/Haiiapa tuna ll,
NOSIM3HAOKPUHONATMW/TUMNEPMHCYITMHEMNN, CaxapHOro anabeTa, KApnMKOBOCTU NTAPOHOBCKOMO
TMNa, He4OCTaTOMHOCTMN MUINeoNepoKcuaasbl, NEPBMYHOIO rMnonapaTMpeosa, MenaHoMbl,
rnukaHo3a CDG Tuna 1, BpOXAEHHOTO rMnepTupeonam3mMa, HeCoOBEPLUEHHOIO OCTEOTEHE3a,
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HacrefcTBeHHoN runocgpmdpuHoreHemnmn, gecduumnta ACT, HecaxapHoro guabeta (D),
HenpodwmaeansHoro DI, HedporeHHoro DI, cuHapoma Lapko-Mapu-TyTta, 6onesHu
Menuueyca/Mepubaxepa, HelpoaereHepaTBHbIX BonesHen, Takmx kak 6bonesHb AnbLrerimepa,
©onesHu MapknuHcoHa, 6OKOBOro aMmMoTPOPMYECKUTO CKIIepo3a, NPorpeccupytoLLemn
HagbAaepHoW nnasum, 6onesHn Nuka, HEKOTOPbIX MNONUINYTAMUHOBBLIX HEBPOSIOrMYECKNX
pacCTPONCTB, Taknx Kak 6onesHb M'eHTUHITOHa, cnuHouepebpanebHon aTakcum Tmna |,
CMMHanbHOM 1 BynbbapHoW MbieYvHon aTpodun, JeHTaTo-pybpo-Nnannngo-nsnUcoBo atpodum
1 MUOTOHMYECKOW ANCTpodun, a Takke rybuaTthbix aHUedanonaTui, TakMx Kak HacneacTBeHHas
bonesHb Kperiutdenbara-Akoba (u3-3a gedekra npoueccuHra 6enkos Prion), 6onesHn ®abpw,
cuHapoma LWTpayccnepa-LeriHkepa, COPD, 6onesHu cyxux rnas unmn 6onesxu LerpeHa.

48. Cnocob no n.45, rae ykasaHHbIM 3aboneBaHneM ABMSETCS KUCTO3HbIN (Mbpo3.

49. Cnocob moaynsaumMm akTMBHOCTU aHMOHHOMO KaHana in vitro nnu in vivo, BKIoYaloLLni
CTagMo KOHTAKTMPOBAHMWSA YKa3aHHOro kaHana ¢ coegnHeHnem no nobomy m3 nn. 1-43.

50. Cnoco6 no n.49, rae ykasaHHbIN aHUOHHbIW KaHan npeAacTaBnseT cobon XnopuaHbIi kaHan
unu GukapOboHaTHLIN KaHarm.

51. Cnoco6 no n.50, rae ykasaHHbIN aHUOHHbIW KaHan NpeacTaBnseT cobon XnopuaHbii
KaHan.

52. Cnocob nevyeHns onocpeayemMoro aHMOHHbIM KaHanom 3aboneBaHns y MrekonuTatoLlero,
BKMOYAIOLLMI CTauio BBEAEHUS YKa3aHHOMY MIekonuTaroLemMy KOMNo3uumm, cogepxallen
coeguHeHune no nodomy 13 nn. 1-43.

53. Cnocob no n.52, roe ykasaHHbIM 3aboneBaHMEM SIBNSETCA KUCTO3HbIA (onbpos.

54. dapmaueBTU4ECKas KOMMNO3ULUUS, cogepxallas

(i) coeanHeHue no nwbdomy u3 nn. 1-43;

(i) cdhapmaLeBTMYECKN NPUEMIIEMbIA HOCUTENDb U

(iii) apyroe cpencTBo, BblbpaHHOE N3 MYKONUTUYECKOro CpeacTBa, BpoHXopacLLUMpSOLLLEro
cpeacTBa, aHTUBMOTUKA, aHTUbaKTepuansHOro cpeacTea, MPOTUBOBOCNANUTENBHOMO CPeacTBa,
mogynsatopa CFTR unu nutatensHoOro sellecTsa.

55. Habop, npegHasHa4yeHHbIV AN n3MepeHus akTuBHOCTM nepeHocuymka ABC mnu ero
dhparmeHTa B Buonornyeckom obpasue in vitro nnu in vivo, BKIoYaroLwmi

i) KOMNO3ULMIO, coaepXaLlyto coeanHeHre no ndomy ua nn. 1-43; n

i) MHCTPYKUMK MO

a) KOHTaKTUPOBAaHUIO KOMMO3ULUK C Buonornyeckum obpasLom;

b) namepeHunto akTMBHOCTM ykasaHHOro nepeHocynka ABC unu ero pparmeHTa.

56. Habop no n.55, rae ykasaHHbiM nepeHocyukom ABC sensietca CFTR.
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