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(57) B  wusoOperenun omucansl mpousBomnbie  N-((1,2,3,5,6,7-rexcarunpo-s-uHnamneH-4-mi)kapoamomnn)-4,5,6,7-

TeTparuapodensodypan-2-cyabhornamuna u ces3aHHble coenuHeHus dopmynsl (I), tme Ry npencrapmsier co6oit
¢dopmynsr (II), (IID), (IV), (V), (VI), (VID), (VIII) mmm (IX) u R, npencrasuser codoir popmynsr (X) mwm (XI),
kak Moxynsitopsl NLPR3 (comepxarine nmupHHOBEIA JoMeH Oenka 3) JUisl JIeUeHUs], HalpuMep, MeTaboIMIecKuX
3aboneBaHui (HapuMep, TradeTa 2 THIA WM OKUpeHus ), 3aboneBanuii neyenu (Hanpumep, NAFLD wm nupposa),
3aboneBanuii nerkux (Hanpumep, actmbl wiin CORD), 3aboneBanuii 1ieHTpanbHONH HEPBHOI CHCTEMBI (Hampumep,
Gorne3Hn AJbLreiiMepa NN pacCesTHHOTO CKIIEP03a), BOCIATNTENBHBIX WIH ay TONMMYHHBIX 3a001eBaHIH (Harpumep,
PEBMATOMIHOTO apTpUTa WM IICOpHa3a), CepeYHO-COCYAWCTHIX 3a0oJeBaHWil (HalpHMep, aTepocKiepo3a WM
nHCYynbTa). B HacTosmeM M300peTeHHH PacKphHIT CHHTE3 M XapaKTePUCTHKA HMIUIIOCTPAaTUBHBIX COCJUHCHUH, a
Taloke MX (apMakolormdeckue AaHHbIE (HampuMmep, c. 67-90; mpumepst 1-21; coemunenmst 1-126; TaOmumer).
WnmrocTpaTHBHBIM coeAMHEHHEM sBisieTcsi, Hanpumep, N-((1,2,3,5,6,7-rekcarunpo-s-uananeH-4-mi)kapoamMon)-4-
THIPOKCcH-4-MeTHI-4,5,6,7-TeTparuapobenzodypan-2-cyabpornamua (mpumep 1; coenuHerue (5)).
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HPON3BOJHBIE N-((1.2,3.5,6.7-T'EKCAT'HAPO-S-UHJIAILEH-4-UJ)KAPBAMOWJI)-
4,5,6,7-TETPAI'N/IPOBEH30®PYPAH-2-CYJIb®OHAMWUJIA U CBA3AHHBIE
COEJMHEHNWA B BUJIE MOAVYJIATOPOB NLPR3 JUIA JIEYUEHUA
PACCEAHHOI'O CKJUIEPO3A

Onucanue

IlepekpecTHASI CCHLIKA HA POJACTBEHHbIE 3asIBKH

[0001] IIo HacTOsALIEH 3asiBKE UCHPALIUBAETCS MPUOPUTET MO MPEABAPUTENIBHOMN 3asiBKE
Ha mateHT CIIA Ne 62/875402, nogannoit 17 monsa 2019, conepxaHne KOTOPOH BKIFOYEHO B

HaCTOSIH_II/Iﬁ AOKYMEHT B INIOJIHOM oObeme noCpeACTBOM CCBUIKH.

IlpeamecTBYIONIHI YPOBEHb TEXHHKH HACTOSIIIETQ H306DeTeHl/lﬂ

[0002] Undnammacoma, comeprkainasi mupuHOBbIA 1oMeH Oenka 3 (NLRP3), cemeiicTsa
NOD-nopobubix penentopoB (NLR) sBisieTcss KpPUTHYECKUM KOMITIOHEHTOM BPOXKIEHHOTO
UMMYHHOT'O OTBETa M BOCHAJIUTEIBHOIO MpOLecca, a ero adeppaHTHas aKTUBHOCTb SIBJISETCS
NIATOr€HHOW NPU HACJEICTBEHHBIX HAPYIIEHUSIX, TaKUX KaK KPUONHUPUH-ACCOLMMPOBAHHBIE
nepuonauueckue cuHapomMbl CAPS) u criokHbie 3a001€BaHus, TAKHE KaK PACCESIHHBIA CKIIEPO3,
caxapHblii 1uader 2 tumna, 6oe3Hp AJbLreiiMepa u arepockiiepo3. COBpeMEHHbIE BUIBI JIEYEHUS
3aboneBanuii, cBA3aHHbIX ¢ NLRP3, BKIIOUarOT OMONOrHYecKue CPpeACTBa, KOTOPbIE HALEICHBI
Ha IL-1. Huskomonekynspuble uHruoutropel NLRP3 mnpencraBisstor co0oil MepCHEKTHBHYIO
AbTEPHATUBY STUM OWOJIOTUYMECKUM CPEICTBAM, YUUTBIBAS WX TMOTEHLHAJ ISl MOBBIIICHUS

Oe3omacHOCTH, KOM(OPTA U KOMIUIAEHTHOCTH TAIHEeHTa.

CYIIHOCTh HACTOSIIEr0 M300PeTEeHHs

[0003] B cooTBEeTCTBHU ¢ OJHUM aCMEKTOM B HACTOSINEM H300pPETeHHH MPEICTABIICHBI
coenuneHus popmysl (I):
Q.0 K
R /‘\SZX ZJJ\ %R

®opwmyna (I);

rae:
Xi mpencrasnsier coboit O, S, N(R3) unu C(NO2)(Ry);
X, mpencrasinsier co6oit -N(Rs)- unu -C(Rs)2-;
X3 mpencrasinsier co6oit -N(Rs)- unu -C(Rs)2-;

X4 penctasisier codoit -C(O)- i -CHa-;
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Y1 mpenctasnsier coboit O, S mm N(Rs);
Y> mpencrasnsier co6oi N mu C(Ro);
Y; npencrasisier coboit O mwm N(Rio);

Z npencrasisger coboit N wm C(R1o);

Re Y3 Rs
Yo Yo \
(R7)p | /_? (R | ﬁ R7)p L,
R1 mpencrasinser coboit noo noo noo
Ys Re
. X Y,
R7)p | R7)p | f%
2
n 2 2> 2 n I/IHI/I
Rs
Y
(R7)p | /Yz
n o~ o
t
N
[ £ Ry X7
= | (Rl
=
R> npeacrasiser coboi S wm Riz ;
R3 mpencrasnsier coboit -OR14, -CN, -NO; wm -S(=0):R15;
R4 mpencrasnsier coboit Bonopon, Ci-Ceankwr wimm C1-CsreTepoanki;
Kbl Rs HezaBuenmo BeiOpan u3 Bogopona, Ci-Csankmna u Ci1-Cererepoankuna;
Rs pencrasnsier coboit -OH, -C1-Ceamknn-OH mmm -NH(R6);
Kakaeii  R;  wHesaBucumo  BeiOpan w3 Ci-Ceankmma,  -Ci-Cesankmr-COzRs,

Ci1-Ceranmorenankmna u Ci1-Cererepoankmna; wm Re 1 R7 o6benmHens! ¢ o0pazoBaHueM S- wiu
6-1WICHHOTO TeTePOAPUITLHOTO KOJIBIIA;

Rsg mipencrasnser coboit Bomopoa, Ci-Ceankwr wima C1-CsreTepoanku;

Ro mpeacraBnsier coboit Bomopon, ramoreH, Ci-Csankmn, C1-CsraIOTCHANKWIT HITH
Ci1-Cererepoanku;

Rio mpencrasnsier coboit -OH i -O-C1-Ceankm;

Ri1 mpencrasnser co6oit Ci-Ceanmkum;

Rz mpencrasnsier co6oit Ci-Ceanmkm,

Kaxaeiii Ri3 HezaBucnMo BeiOpaH w3 ranoreHa, Ci-Ceankwmna, Ci-CsramoreHankmina u

Ci-Cererepoankuina;
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R4 mpencrasnser co6oit Bogopoa nin Ci-Ceankun;

Ris mpencrasnser co6oit Ci-Ceankum;

Ris mpencrasnser coboit Bogopoa, Ci-Ceankwur i -C(O)-Ci-Csanku,

R17 mpencrasnser co6oit Bogopoa nim C1-Ceankun;

Ris mpencrasnser coboit Bogopoa miu C1-Ceankum;

Ri9 pencrasnser coboit Bogopon, ranorer, -CN, Ci-Ceankm, Ci-CsramoreHamkmn wiu
C1-Cererepoanku;

n nmpeacrasiuser codoit 0, 1, 2 wm 3;

p mpeacrasiser coboit 0, 1, 2, 3 wm 4;

q npezacrasiusier codowt 0, 1 wm 2;

s mpeacrasisier coboit 1, 2 wnm 3; u

t mpencrasusier cobout 1, 2 nmm 3;

WK MX (HapMaALCBTHUCCKH MPHEMIICMAst COJIb HITH COJILBAT.

[0004] B coorBercTBMM C HEKOTOPBIMM BAapHAaHTAMHM OCYILECTBICHHS IIPEACTABICHO

coenuueHue Gopmyisl (I) wim ero dapmaneBTHUCCKH pHEMIIEMasi COJIb WIH COJIBBAT, TAe Ri

Re
Y
(vaﬁ[ >+
Yy
n

OCYLICCTBIICHHS TpencTaBieHo coequHenne ¢opmynsl (I) wm  ero ¢apMmaneBTHUSCKH

npeAcCTaBisier CcoOon B coorBercTBMM € HEKOTOPBIMM BapHaHTaMH
nmpueMiiemMas coib WM coibBar, e Re mpencrasimser coboit -OH. B coorBercrBuM C
HEKOTOPHIMH BapHAaHTAMH OCYIICCTBICHHS IMPEICTaBlIeHO coenuueHne ¢opmynsl (I) wm ero

dapmarieBTHYECKH  TpUeMieMas COJb  MJM  CONbBar, rTae Ri  mpencraBimser  coboit
Y3
Yo

R7)p | ﬁ
1

n
B COOTBCTCTBHH Cc HCKOTOPBIMHA BapuaHTaMHu OCYLICCTBJIICHUA

npencrasieno coeauaenue ¢opmynsl (I) mmm ero ¢apmaneBTHYSCKH TMpUEMIIeMast COJNb A
combBar, rae Ys mpexncraBmser coboit N(Rio). B cooTBeTcTBHM ¢ HEKOTOPBIMH BapHaHTAMH
OCYILICCTBICHHSA TpencTaBieHo coeguuenne ¢opmynsl (I) wm  ero ¢apManeBTHUSCKH
npuemMiieMasl Coib WM CconbBaT, rAe Rio mpencraBmser coboit -OH. B coorBercTBHE C
HEKOTOPHIMH BapHaHTaMH OCYIICCTBICHHS TMpeICcTaBleHO coenuuenne ¢opmynsl (I) wm ero
¢apmareBTHUECKN TpHEMIIeMas CONb WJIM COJNbBaT, TAe Y3 mpencrasuser coboir O. B
COOTBETCTBMHM C HCKOTOPBIMH BapHAHTAMH OCYIICCTBICHHS MPEICTABICHO COCIHHECHUC

dopmymsl (I) mmm ero papmaneBTHICCKH TIpUEMIIeMasi COJb WM COJBBAT, TAe Ri mpexacrasisier



coboit B cooTrBeTrcTBMM € HEKOTOPBIMH BAPUAHTAMH OCYLLECTBIICHUS
npencrasieHo coenunenue Gopmyisl (I) wim ero ¢gapmaneBTHUECKH MpPUEMIIEMasi COJb WJIH
conbBat, rae X4 mpencrasisier codoit -C(O)-. B cCOOTBEeTCTBHHM ¢ HEKOTOPBIMH BapHUaHTaAMHU
OCYILIECTBIIEHHUs] TpencTaBieHo coenuHeHne ¢opmynel (I) wmnmm  ero ¢apmaneBTHUECKH
npuemsieMasl CoJb WJIM CONbBaT, rae Xs mnpexacrtasnser coboit -CHz-. B coorBerctBum ¢
HEKOTOPHIMU BapUaHTAMM OCYILECTBJICHHUs IMpPEACTaBlIeHO coenuHeHue ¢opmynsl (I) mmm ero
(dapmaLieBTHUECKH MTPUEMIIeMasi COJTb WIIH COoNbBat, rae Ri7 mpencrasnser coboit C1-Ceankui. B
COOTBETCTBHM C HEKOTOPBIMH BapHAaHTAMH OCYIIECTBIEHHUs IPEICTABIEHO COEIUHEHNE
dbopmybl (I) mnu ero ¢papmaneBTHUESCKH TpUEMIIEMasi COJIb WJIH COJIbBAT, Iie Y2 MPEICTaBIsIeT
coboii C(Rg). B cooTBeTcTBUM C HEKOTOPBIMH BapHAHTAMH OCYILIECTBJIEHHUS MPEICTABIEHO
coenuHenue Gopmyisl (I) wim ero papmaneBTHYECKH IMpUeMIIeMasi COJb WM CONbBaT, rae Ro
BoiOpan w3 Bomopoma U Ci-Csankmima. B coOTBETCTBMM € HEKOTOPBIMH BapHUaHTAMH
OCYLUECTBJIEHHsI TpexacTaBieHo coequHeHue ¢opmynsl (I) wim ero ¢apmaueBTHUecKH
npuemiiemMasl Cojllb WM ConbBar, rae Ro mpencramisier coboi Bomopon. B coorsercTBHM €
HEKOTOPbIMU BapHMaHTaMM OCYLIECTBJIEHUs MpeACTaBiIeHo coeauHeHune ¢dopmyinsl (I) mmm ero
(apMarieBTHYECKH TMpHeMieMas COJIb WM COJbBaT, rae Y1 mpeacraeisier coboir O. B
COOTBETCTBHHM C HEKOTOPBIMH BapHAHTAMH OCYIIECTBJICHHs MPEICTABJIEHO COEIUHEHUE
dopmynbl (I) wiu ero QapmaneBTUYECKH TpueMyieMasl COJb WJIM COJIbBAT, TAe KaXIbiii R7
He3aBucuMO BbIOpaH u3 C1-Csankmia. B COOTBETCTBUM € HEKOTOPBIMH BapUaHTAMHU
OCYLIECTBJIEHHs] TpencTaBieHo coenuHerne ¢opmyabsl (I) wmimm  ero  ¢apmaneBTHUECKH
npuemMJiemMasi CoJib WJIM COJIbBAT, Tae Kaxabiii R7 nmpencrasnsier coboii -CHs. B cooTBeTcTBUU C
HEKOTOPbIMHM BapHaHTAaMH OCYIIECTBJICHUsI MPEACTaBlIeHO coenuHeHue ¢opmynsl (I) wimm ero
(dapmaneBTHUECKH TpUeMIieMasi COJib WJIM COJIbBAT, TJe p mpeacrasiser coboit 1. B
COOTBETCTBUH C HEKOTOPBIMH BAapUAHTAMH OCYLIECTBJICHHS MPEICTABJIEHO COCIUHEHUE
dbopmyinsl (I) umu ero papmaneBTUYECKH TpHeMIIeMasi COJIb UM COJIbBAT, TAE P MPEACTABIISET
coboii 2. B COOTBETCTBUM C HEKOTOPBIMH BapHAHTAMH OCYLIECTBJICHUS MPEICTABICHO
coenunenue popmynsl (I) win ero ¢papmareBTHUECKH MPUEMJIEMasi COJb WM COJIbBAT, TAE P
npeacrasisier coboii 3. B COOTBETCTBUM C HEKOTOPHIMH BapHAHTAMU OCYINECTBIICHUS
npencrasieHo coenunenue Gopmynel (I) wim ero dapmaneBTHUECKH TpUeMyieMasi COJIb HITH
conpBar, rae p npeacrasiasier coboit 0. B CcOOTBETCTBMM C HEKOTOPHIMH BapUaHTAMHU
OCYIIECTBJIEHHsI TIpencTaBieHo coenuHeHne ¢opmynel (I) wmm ero  ¢apmaneBTHUECKH
nmpremJieMasi COJib FJIM COJIbBAT, TI€ h MpeacTaBiisier coboii 1. B cooTBeTCTBUM C HEKOTOPBHIMU

BapHaHTAMU OCYIIECTBJICHHsS] TpeAcTaBieHo coenuHeHue ¢Gopmynsl  (I) wmm  ero
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(dapmaLieBTHUECKU TIpHeMJieMasl COJb WJIM COJIbBAT, TNe n mpencrasisieTr coboir 2. B
COOTBETCTBUM C HEKOTOPbIMH BapUAHTAMHU OCYIIECTBJEHUS TMPEACTABIEHO COEAMHEHUE

dopmysl (I) mnu ero papmaneBTUHeCKN nMpuemiieMasi CoJib MU CONbBat, rae Ri npeacrapnser

OH OH OH OH OH
ey Nes Ner e e
coboit o | o | o | o | c
OH OH
OH OH OH
B B
m : 0 B o
o S o

.OH -OH

4 on \ |
o | o o @ 0

2 2

-OH
|
O WA © . B coorBercTBUM € HEKOTOPBIMH BapHAHTAMU

OCYLIECTBJIEHHs TpencTaBieHo coenuHeHne ¢Gopmyabl (I) wmam ero  (¢apmaneBTHUECKH
t
[ 7
—
npuemsieMasi CoJib WM COJNbBaT, rae R mpencrasiser coOoi S B COOTBETCTBHU C
HEKOTOPHIMU BapHAaHTAMH OCYIIECTBJICHHUS MPEACTaBIeHO coenuHeHue ¢opmynsl (I) mwim ero
dapmaLieBTHYECKU TIpUeMieMasl COJib WJIM COJibBaT, rae S Tmpencrasiser coboii 1. B
COOTBETCTBUM C HEKOTOPbIMH BapHaHTaMMU OCYLIECTBJIEHMsI TPEACTABJICHO COEJUHEHHE
dopmyibl (I) unmu ero apmaneBTHYeCKH TIpreMIieMasi COJIb WIJIM COJIBBAT, A€ t MPeacTaBIseT
coboii 1. B cOOTBeTCTBMM C HEKOTOPBHIMH BapHAHTAMH OCYIIECTBJICHUS MPEICTABICHO
coequnenue ¢opmyinl (I) umu ero dapmaneBTHHECKH TIpreMJIeMasi COJIb WU COJIbBAT, rme R
Ry X7
| (Rl

NPeACTaBIsIET  COOOM Ri2

B coorBercTBHU C HECKOTOPbIMU BapUaHTaAMU
OCYILIECTBIIEHHs TpencTaBieHo coenuHeHne ¢opmynel (I) wmimm ero  ¢apmaneBTHUECKH
npuemsieMasl COJb WMJIM COJIbBAT, TAe Kakablii Ri3 HezaBucumo BeIOpaH u3 ranorena, Ci-

Csankuna u Ci-Ceranoresankuna. B cooTBeTCTBUM C HEKOTOPBIMU BapUaHTaMH OCYILECTBIEHUS



6
npencTasieHo coenunenue Gopmysl (I) wim ero ¢gapmaneBTHUECKH MpUEMIIEMast COJb WJIH
conbBar, rae ( npexacraBiusier coboil 1. B cOOTBETCTBUM C HEKOTOPHIMH BapUaHTAMHU
OCYILIECTBIIEHHUs] TpencTaBieHo coenuHeHne ¢opmynel (I) wmimm  ero  ¢apmaneBTHUECKH
npuemMJieMasi CoJib WJIM COJIbBAT, TAe ( mpenctanisier codoii 0. B cOOTBETCTBUU C HEKOTOPBIMHU
BapUAaHTAMU  OCYINECTBJIGHUS TpeacraBieHo coexnuHeHue Qopmyner () wmm  ero
dapmaneBTHUECKH TpUemiieMasl COJb WM conbBar, rae Z mpencrasmsier codoir C(Ryy). B
COOTBETCTBHHM C HEKOTOPBIMH BapHAaHTAMH OCYIIECTBICHHMsS IPEICTABIEHO COEIUHEHUE
dopmybl (I) unmu ero (apmaneBTHUECKH TIpUEMIIeMast COJIb UJTH COJIbBAT, Tae Rio npeacrasiser
coboit Bomopon, raioreH, -CN, Ci-Csamkmn wmm Ci-CeranoreHankmi. B coorBercTBum C
HEKOTOPHIMU BapUaHTAMM OCYILECTBJIEHHUS IpPENCTaBIeHO coenuHeHue ¢opmynsl (I) mnu ero
dapmaLieBTHUECKU TIpHieMJIeMasi COJIb WJIM coyibBat, rae Rio mpencrasmisier coOoit Bogopon. B
COOTBETCTBHUM C HEKOTOPBIMM BapHAaHTAMH OCYIIECTBJIEHMs IPEICTABIEHO COEIUHEHNE
dopmyasl (I) unu ero hapmaneBTHUECKH MpUEeMJIeMasi COJIb WM CONbBAT, Tae Rio mpencrasser
co0oif ramoreH. B COOTBETCTBUM C HEKOTOPHIMH BapHUAHTAMU OCYLIECTBJICHUS MPEICTABICHO

coenunenue Gopmyinsl (I) nim ero papmaneBTH4YECKH MpUEMJIEMasi COJIb UJIM CONbBAT, rae Ra

3 45 I 8y A

npeacTaBJsier cooom , , s , , )
CF ti t £ F t ; Cl t £ Br J; £ CN

, , , , W . B

COOTBETCTBHHM C HEKOTOPBIMH BapHAHTAMH OCYILIECTBJICHHs MPEICTABJIEHO COCIMHEHUE
dopmyisl (I) wnu ero ¢papmaneBTHUECKH TpUEMJIEMAsi COJIb WJIM COJIbBAT, Iie X2 MPEICTaBiIsIeT
coboii -N(Rs)-. B cooTBeTcTBUM ¢ HEKOTOPBIMH BapHAHTAMH OCYIIECTBIIEHHS MPEICTABICHO
coequHenue ¢opmyisl (I) mwim ero ¢papmareBTHUECKH MpUEMJIeMasi COJIb WM COJIbBAT, Tae X3
npexacrasisier coboit -N(Rs)-. B cOOTBETCTBUM ¢ HEKOTOPBIMH BapHAHTAMH OCYINECTBIICHUS
npencTaBieHo coenunenue Gopmysl (I) wim ero ¢gapmaneBTHUECKH MPUEMIIEMast COJb WJIH
conbBat, rae Rs mpexacrasisier coOoll Bogopon. B cOOTBETCTBUH ¢ HEKOTOPHIMH BapUaHTAMHU
OCYILIECTBIIEHHs TpencTaBieHo coenuHeHne ¢opmynel (I) wmnmm ero ¢apmaneBTHUECKH
npuemMIIeMast CoJib WM COJbBAT, rae X1 npeacrasiseT codoit O.

[0005] B cooTBeTcTBUMU ¢ IPYyrUM acleKTOM B HACTOSIIEM HW300pETeHHH OIUCaHa
dapmaneBTHUeCKass KOMITO3WLMS, conepkamas coeguHeHue ¢opmynsl  (I) wimm  ero

(dapMaLleBTHYECKU TIPUEMJIEMYIO COJIb WJIH COJNbBAT M (DapMAlEBTUYECKH MPUEMIIEMOE

BCIIOMOI'aTCJIbHOC BCIICCTBO.
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[0006] B cooTBeTcTBMM C HEKOTOPBIMM BapHaHTAMHM OCYLIECTBJIEHUS B aHHOM
OOKYMEHTE ONUCaH crnoco0 JedeHus Merabonndeckoro 3aboneBaHMs Y IALUEHTa,
HY KIAIOLIEroCss B 3TOM, BKJIIOYAIOIIMN BBEIEHHE MAIMEHTY TEPaneBTUYeCKH >(PPEeKTHBHOTO
konndecTBa coeanHeHust ¢opmynsl (I) nmm ero QapmaneBTHdecku NPHUEMIIEMON CONU WU
conbBarta. B cOOTBETCTBHM ¢ HEKOTOPHIMU BapPUAHTAMH OCYLIECTBIICHHS, ONIMCAHHBIMH B JAHHOM
IOKYMEHTE, NPEAYCMOTPEH CIocod JedeHHuss MeTabonudeckoro 3a0oyieBaHMs Yy IaLMEHTa,
HY’KIAIOLIETOCss B 3TOM, BKJIIOYAIOIIMN BBEIEHHE MAIMEHTY TEPaneBTUYECKH 3(PPEeKTHBHOTO
konudecTBa coeauHeHus ¢opmynsl (I) unm ero QapmaneBTUdecku NPUEMIIEMON COJMU WU
CoNbBaTa, MPU 3TOM MeTaboiuyeckoe 3a0ojeBaHHe BBIOPAHO M3 caxapHOro auadera 2 THIIa,
aTepoCKJIepo3a, O’KUPEHUS U MOJArphl.

[0007] B cooTBeTCTBMM C HEKOTOPBIMM BapUaHTAMHU OCYLIECTBJIEHUS B JTaHHOM
JOKYMEHTE ONHCaH Crocod JieueHus 3a00/IeBaHMs TIEUEHH Y MALMEHTa, HYXKAAI0LEroCs B 3TOM,
BKJIIOYAIOLINI BBEIEHHE MAIMEHTY TepamneBTHUeCKH 3(P(EeKTUBHOrO KOJMYECTBA COCIMHEHHS
dopmyael (I) mnu ero papmaneBTHUECKH MPUEMIIEMOI COJIM WIIM COJIbBaTa. B cooTBeTcTBUU C
HEKOTOPBIMU BapHUaHTaMU OCYLIECTBJIEHUs, ONMCAHHBIMU B JAHHOM JIOKYMEHTE, IIPEAyCMOTPEH
crocol sedeHust 3a00JeBaHMs MEUeHM Yy MALMeHTa, HYXJAIOIIErocs B 3TOM, BKIIOYAIOLIUH
BBEJICHHE MALUEHTy TepaneBTH4Yecku 3(pdexkTuBHOro koauyectsa coequaenus popmyast (1) nam
ero (apMaLEeBTHYECKH MPUEMJIEMOH COJM HJIM CONbBaTa, NMpPU 5TOM 3a00JIeBaHUE Ie€UeHH
BBIOPAHO W3 HEAJKOTONbHOH kupoBod Oonesun mnedeHu (NAFLD), HeaakorogbHOro
crearorenatuta (NASH), amkoromeHoro crearorenatura (ASH), BupycHOro remarura u
LMPpOo3a.

[0008] B cooTBeTcTBMM C HEKOTOPBIMM BapHaHTAMM OCYLIECTBJEHUS B JTaHHOM
JIOKYMEHTE OMHUCaH crocod jedeHus 3a00IeBaHus JIETKUX Y MAMEeHTa, HYKIAKOMIErocs B 3TOM,
BKJIFOYAOLTUI BBEACHUE MALUEHTY TEPaneBTHUYECKH 3(P(EKTUBHOIO KOJIHYECTBA COCIMHEHUS
dopmyasl (I) mu ero papManeBTHUECKH MPUEMIIEMON COJIM WJIM COJibBaTa. B cooTBeTCTBHU C
HEKOTOPBIMU BapHUaHTAMU OCYLIECTBJICHHS, ONTMCAHHBIMU B JAHHOM JTOKYMEHTE, PENYyCMOTPEH
croco0 JiedeHus: 3a00JeBaHMs JIETKUX Y TAIMEHTa, HY)KOAIOIIErocss B 3TOM, BKJIIOYAFOIIHUN
BBEJICHUE NAIIMEHTY TepaneBTHUeCKH 3P PEeKTHBHOrO KONN4YecTBa coeanHeHus popmysl (1) mmum
ero (apMaleBTUYECKH MPHEMJIEMON CONM WM COJbBAaTa, NPU 3TOM 3a00JE€BaHUE JIETKHX
BBIOPAHO M3 aCTMbI, XPOHWYECKOH oOcTpykTHBHONH Oone3Hu yerkux (COPD) u nerouHoro
uaronaTuueckoro ¢pudposa.

[0009] B cooTBeTCTBMM C HEKOTOPbIMU BapUaHTAMU OCYILIECTBJEHHS B JIaHHOM
IOKYMEHTE OMHCaH Crocod jieueHus 3a00JIeBaHNs LIEHTPATbHON HEPBHOW CHCTEMBI Y MALUEHTA,
HYKIAIOLIEroCsl B 3TOM, BKJIIOYAIOIIMN BBEICHHE MALMEHTY TEPaneBTUYeCKH 3(PQPEeKTHBHOTO

konndecTBa coeauHeHust ¢opmynsl (I) unm ero QapmaneBTHdecKn NPHUEMIIEMON CONU WU
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conbBarta. B COOTBETCTBHM ¢ HEKOTOPHIMU BapUAHTAMH OCYIIECTBIICHHS, ONIMCAHHBIMH B JAHHOM
IOKYMEHTE, MPEeNyCMOTPEH CIOoco0 JiedeHusl 3a00JIeBaHUsl LIEHTPAJIbHOW HEPBHOM CHUCTEMBI Y
MAaLUEHTa, HYKIOAIOIIErocss B 3TOM, BKIIOYAKOIIUI BBEICHHWE ITALUEHTY TEPANEBTHUECKU
s¢dexTuBHOrO KomuuecTBa coenuHenus: Gopmyisl (I) mmu ero gapmaneBTHdecKn MpUEeMIEMON
CONM WM COJNbBaTa, NPU 3TOM 3a00JE€BaHHE LEHTPAIBHONW HEPBHOM CHCTEMBI BBIOPAHO W3
Oomne3Hn AunblreiiMepa, pacCessHHOTO CKJIEpo3a, OOKOBOTO aMHUOTPO(UUECKOro CKiIepo3a Hu
6onesnu [TapkuHcoHa.

[0010] B cooTBeTCTBMM € HEKOTOPBIMU BapUaHTAMU OCYILUECTBJEHHUS B [aHHOM
JOKYMEHTE ONHCaH CIOcOo0 JIEYeHUs BOCHAIUTENBHOIO WM ayTOMMMYHHOTO 3a00JieBaHUS Y
MAaLMEHTa, HYKIAIOIIErocss B 3TOM, BKIIOYAIOIIUI BBEICHHE IALUEHTy TEPANeBTHUECKU
s¢dexTuBHOro KomuuecTBa coequHenus gopmyisl (I) mnu ero gapmaneBTrdeck mpueMiIeMon
COJIM UJIM COJIbBaTa. B COOTBETCTBUU C HEKOTOPHIMU BapUAHTAMMU OCYILECTBJICHUS], ONTMCAHHBIMU
B JJAHHOM JOKYMEHTE, IPENyCMOTPEH CIIOCOO JIeYEeHHsI BOCTIAIUTENIBHOTO WM ayTOUMMYHHOTO
3a00eBaHMsl y MALMEHTa, HY)KAAOLEerocsi B 3TOM, BKJIOYAIOIIMN BBEICHUE MALUEHTY
TepaneBTHUeCKH 3((EeKTUBHOrO  KonuvecTBa coemuHenus Gopmynsl () wmm  ero
(dapmalLieBTHYECKH TPUEMJIEMONl COJNM WM COJbBaTa, INPH OSTOM BOCHAJIUTEIBHOE WM
ayTOMMMYHHOe 3a0oyieBaHHe BBIOPAHO M3 PEBMATOUAHOIO APTPUTA, PACCESHHOTO CKIIEpPO3a,
TICOpHa3a, BOJYAHKH, BOCMAIUTENBLHOTO 3a00/IeBaHus KULIeuHHKa, Oone3nn KpoHa u si3BeHHOTro
KOJIUTA.

[0011] B cooTBeTCTBMM C HEKOTOPbIMHU BapUAaHTAMU OCYILECTBJEHHUS B JIaHHOM
JOKYMEHTE OINUCaH CIOCO0 JIeYeHUS] CepAeUHO-COCYIUCTOro 3a0OJIeBaHUSl Yy TALMEHTA,
HY’KIAIOLIErocss B 3TOM, BKJIIOYAIOIIHMN BBEICHUE MAIMEHTY TEePaneBTUYECKH 3(PPEKTHBHOIO
konmuuecTBa coemuHeHus Gopmynbl (I) wim ero ¢apmaneBTHYECKH MPUEMIIEMON COJU HJIH
conbBaTa. B COOTBETCTBHM C HEKOTOPBIMH BapHUaHTAMHU OCYIIECTBJICHUS B JAHHOM JIOKYMEHTE
OINMHUCAaH CHOCOO JIEYEHHUS] CEePIeYHO-COCYANCTOro 3a00JIeBaHUs Y MALMEHTA, HYKIAOMIEerocs B
5TOM, BKJIIOYANOIIUH BBEACHHE MALMEHTY TEePaneBTHYECKH 3(PPEKTUBHOIO KOJHUECTBA
coequHenus: Gopmyiiel (I) wim ero dapmMaleBTHUECKH MPUEMIIEMON COJNIM WM COJIbBATa, MPH

3TOM CePAEYHO-COCY IUCTOE 3a00IeBaHKe MPENCTABIIsIET COOO0I aTePOCKIEPO3 HIIH UHCYJIBT.

BruiloueHHe MocpeacTBOM CChLIKH

[0012] Bce nmyOnukaruu, mMaTeHThl W 3asBKU HA BbIAAdy MATEHTOB, YIIOMHHAE€MBbIE B
HACTOSILIEM OMHCAHUM, TEM CaMbIM BKJIFOUEHBI MOCPEACTBOM CCBUIKM B TOW K€ CTENEHHU, Kak
ecii Obl OBLTO CIENMANIbHO M MHAWBUAYAJIBHO YKA3aHO, YTO KaXKAble OTIEIbHBIC MyOIHKaIus,

NaTCHT WUJIK 3asBKa Ha BblAa41y MMAaTCHTA BKIIFOYCHBI ITIOCPEACTBOM CCBHLIKH.
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TloapoOHoe onnucaHue HACTOSIEro H300peTeHus!

Omnpenenenus

[0013] B kOHTEKCTE HACTOSIIIErO PACKPBITHS OyIeT UCTIONB30BAH PSIT TEPMUHOB.

[0014] Ecnu He yka3aHO MHOE, BCE TEXHUYECKUE U HAYyYHbIE TEPMUHBI, UCIIONb3yEMBIE B
HACTOSAINEM AOKYMEHTE, UMEIOT TO K€ 3HaueHHe, KOTOpOoe OOBIMHO TMOHMMAETCs B OONACTH, K
KOTOPOH NPUHAAJEKUT 3asBIIsieMbli OOBEKT m300peTeHus. B ciydae Hamuuus MHOXECTBA
OTpeNeNIeHuil TEPMUHOB B HACTOSALIEM JOKYMEHTE OIpPENeNsIoUMM OyIeT OINpenesieHue us3
HACTOSIIEro pasznena. Bce maTeHThl, 3asdBKM Ha BbIJaYy MATEHTOB, NyONUKaUUd U
OnyONMKOBAaHHBIE HYKJIEOTHUAHbIE M AaMHUHOKHCJIOTHBIE IOCJIEIOBATEIBHOCTH (Hampumep,
NOCJIeIOBATENbHOCTH, nocTynHble B GenBank wnm gpyrux Oa3zax [aHHBIX), YIIOMSHYTBIE B
HACTOSILIIEM JOKYMEHTE, BKJIFOUEHbI MOCPeACTBOM ccblUikU. Ecnu naercs ccbuika Ha URL umm
Apyroi Takod MAEHTU(UKATOP WUIIM aJpec, SIBISAETCS MOHATHBIM, YTO TaKMe MAEHTU(UKATOPHI
MOT'YT U3MEHATBCS, U KOHKpeTHast nH(popmarus B IHTepHeTe MOXKET MOSIBJIATHCS U HCYE3aTh, HO
SKBUBAJICHTHYIO MH(OPMAIMIO MOXKHO HAWTH, BBINOJHMUB MOUCK B MHTepHere. Ccbuika Ha Hee
CBHJETEJIbCTBYET O AOCTYITHOCTH U MyOJIMYHOM PacHpOCTPAHEHNHU TaKOH MH(OpMAaLny.

[0015] Cnenyer moHMMAaTh, YTO MpPEIIIECTBYIOLIee OOLIee OMUCAHHME U TOCIEAYIOIIee
NOAPOOHOE OMUCAHKE SBILIIOTCS UCKITIOYUTENBHO MIUTFOCTPATUBHBIME M TOSICHUTEIBHBIMH, U HE
OrPaHUYMBAIOT HUKAKOW 3asBIIsieMbIli 0O0bEeKT u3o0pereHusi. B HacTosieil 3asiBke MpUMEHEHHE
(opMBI E€IMHCTBEHHOTO 4YHCJIa BKJIIOHYaeT B ce0s (GopMy MHOMKECTBEHHOTO YHCHA, €CIU
CHeMabHO He yKka3aHo uHoe. ClenyeT OTMEeTHTh, YTO UCIOJb3yeMasi B HACTOSIIEM TOKyMEHTE
U B mpuiaraeMoi ¢opmyse usoOpereHus (GopMa €AMHCTBEHHOTO YHCIA IMPEnyCMaTpUBAET
omnpenensieMble 00ObEKTbI BO MHOXKECTBEHHOM YHCJIE, €CJIH B KOHTEKCTE YETKO HE YKa3aHO WHOE.
B Hacrosimied 3asBke «WIM» O3HA4YaeT «W/WIM», €CIU He ykazaHo uHoe. Kpome Toro,
NPUMEHEHNE TEPMUHA «BKJIIOUAIOIIHNNA B ce0si», a Takke APYrux (opm, TaKUX KaK «BKJIOYATH B
ceOs», «BKIIIOUAET B ceOs» M «BKIIFOUEHHBII», HE SIBJISIETCS] OTPAHHYUBAIOIIUM.

[0016] 3aronoBku pas3nenoB, UCIMIONB3yEMbIE B HACTOSIIIEM JOKYMEHTE, MPEeIHA3HAYCHBI
UCKJIFOUMTENbHO I OpraHU3alMOHHBIX Iielel U He JOJDKHBI PacCMaTpUBAThCS —Kak
OTPaHUYMBAIOLINE PACKPBIBAEMBIN OOBEKT.

[0017] Onpenenenue cTaHAAPTHBIX XUMHUUECKUX TEPMUHOB MOKHO HAWTH B CITPaBOYHBIX
pabotax, Bkrouarommx B cebOs Oe3 orpanudenusi Carey and Sundberg «Advanced Organic
Chemistry 4% Ed.» Vols. A (2000) and B (2001), Plenum Press, New York. Eciu He ykasaHo
WHOE, WCIONB3YIOTCS TPAaIULUOHHBIE CIOCOOBI Macc-crniektpockornuu, SAMP, HPLC, xumun
6enxoB, Onoxumun, MeToanku pekomOnHanTHon JIHK u dpapmakonorum.

[0018] Ecnu He mpeacTaBieHbl KOHKPETHBIE ONPEAENICHUs], UCIIOIb3yEMBbIE B 3TOU CBSI3U

HOMEHKJIaTypa © J1aDOpaTOpHbIE TPOLENYPbl M METOAUKHA AHAIUTUYECKOW XUMUH,
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CHHTETHUYECKOW OPraHMYeCKOH XHMMHUH, a TAK)Ke MEIUIUHCKOH U (apMaleBTHUECKOW XHMUH,
pacKpbpIBaeMble B HACTOALIEM OKYMEHTE, SIBISIFOTCSI MPU3HAHHBIMH B HACTOALIEH 0OJacTw.
CraHnapTHbIE METOAMKH MOTYT OBITH MCIIOJIb30BAHBI JISI XUMHYECKOTO CHHTE3a, XMMUYECKOTO
aHanmm3a, (PapMaleBTUYECKOTO MPHUTOTOBJICHUS, COCTABJIECHUS W JIOCTABKH, & TAKXKE JICUEHHS
OonbHbIX. CTaHIapTHbIE METOJUKHM MOTYT OBITh HMCIIONB30BaHbI s pekomOmHanTHOW JIHK,
CHHTE€3a OJIMTOHYKJIEOTHIOB, a TaKKe I KYyJbTUBHPOBAHMA U TpaHCcpopMmaumu TKaHeH
(Harpumep, snekTporopanys, Junodekuus). Peakuuum M METOIUKH OUYHUCTKH MOTYT OBITh
BBITIOJIHEHBI, HAIIPUMEP, C MCIIOJIb30BAHUEM HAOOPOB CrieU(pUKALUN MPOU3BOAUTENS HIH KaK
OOBIYHO BBITIOJIHSAETCSI B YPOBHE TEXHHKH WJIM KaK PAaCKPBIBAETCS B HACTOSINEM IOKYMEHTE.
BrlmeynomMsiHyTble METOIMKM U TNPOLEAYPbL, Kak MPABUJIO, MOTYT OBITb BBIIOJHEHBI
TPAJULIMOHHBIMU CHOCO0AMH, M KaK ONMCAHO B PA3JIMYHBIX OOmMUX U 0Oojee KOHKPETHBIX
CCBUIKAX, KOTOPBIE LIUTUPYIOTCS U OOCYKIAIOTCS] B HACTOSILIEM OITMCAHUH.

[0019] SBnsieTcsi MOHATHBIM, YTO CIIOCOOBI U KOMITO3ULIMH, PACKPbIBAEMbIE B HACTOSIIEM
JOKYMEHTE, He€ OrPaHWYMBAIOTCSI KOHKPETHBIMU METOAAMM, HPOTOKOJAMH, KJIETOYHBIMU
JUHUAMY, KOHCTPYKLMSAMH M PEareHTaMu, PaCKpbIBA€MBbIMHM B HACTOSIIEM AOKYMEHTE, U Kak
TAKOBbIE MOTYT BapbUpOBaTh. Takxke SBISAETCS NOHATHBIM, YTO TEPMHUHOJIOTHS, UCIIOIb3yeMasi B
HACTOSIIEM JOKYMEHTE, MpPEeACTaBIeHA MCKIIOYUTEIbHO C LEJIbI0 OMNHUCAHUS KOHKPETHBIX
BAPUAHTOB OCYLIECTBJICHHs W HE TNpPEAHA3HAYeHa [JIsl OTrpaHM4YeHHsT O0BeMa CrocoOOB,
COEIMHEHH, KOMITO3ULUH, PACKPBIBAEMBIX B HACTOALIEM JOKYMEHTE.

[0020] HMcnonb3yemsiii B HacTosimeM onucanuu Ci-Cy Brirovaer B cedst C1-C2, C1-Cs . . .
C1-Cx. C1-Cx OTHOCHUTCSI K YHCJIy aTOMOB yIJIEpOAa, KOTOPBIE COCTABIISIIOT YaCTh, KOTOPYIO 3TO
o003Ha4aeT (3a UCKIIFOYEHUEM HeO0s3aTebHbBIX 3aMECTUTENEH ).

[0021] «AnkunpHas» TpyINa OTHOCUTCS K paAuKadly C HEPa3BETBIEHHON WU
Pa3BETBJIEHHON YTIJIeBOJOPOAHON LIENbI0, COCTOSIEMY HCKIIOUUTEIbHO U3 aTOMOB YIJIepoaa U
BOJIOPOZA, HE COJIEp KallleMy HEHACBIIEHHOCTH. B COOTBETCTBUU C HEKOTOPHIMH BapHUaHTaMHU
OCYILIECTBIICHHS «AJIKUJIIbHAS» TPYIIAa MOKET copep:kaTh oT 1 1o 6 aToMoB yriepoaa (BO BCeX
CITy4asiX, TJI€ BCTPEUAeTCs B HACTOSIIIEM OIUCAHHH, O0JIACTh YMCIOBBIX 3HAUEHUH, Takas KaK «OT
1 1o 6» OTHOCHUTCS K KaXAOMY LI€JIOMY YHCIy B IPEICTaBICHHOM JUara3oHe; HanmpumMep, «oT 1
10 6 aTOMOB yrjepoja» O3Ha4daeT, 4YTO aJKWIbHas IpyNma MOXeT COCTOSATh u3 1 aroma
yriepozaa, 2 aTOMOB yrjepoja, 3 aTOMOB yIjepoja U T. I, BIUIOTh A0 U BKJOuUas 6 aTOMOB
yrieposaa, XOTsl HaCTosIIee ONpeeieHne TakKe OXBAThIBAET BCTPEUAEMOCTh TEPMHUHA KAJKUIIY,
Il€ HE YKa3aHO YHCIIOBOTO 3HAaueHHs). AJKWJIbHAs TPyIIa ONHCAHHBIX B HACTOSIIEM
nu300peTeHnn CcoenuHeHni MokeT ObITh oOo3HaueHa Kak «C1-Cs anmkumy wim mogoOHBIMU
obo3naueHnssMu. Tonbko B kadecTBe npumepa «C1-Cs aNKkmm» O3HA4YaeT, YTO MPUCYTCTBYET OT

OAHOro A0 meCTu aroOMOB yIrJj€podaa B AJIKMJTBHOM oenu, T. €., aJJKUJIbHAasA LCIIb BbI6paHa us3
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IPYIIBL, COCTOSIIIEH M3 METHJIA, 3TWUJA, H-NPONMJIA, U30MpPONIIa, H-OyTiia, n300yTuia, BTOp-
Oytun, Tper-OyTwia, H-NIEHTWUJA, M3OMEHTHUJIA, HEO-TICHTWJIA U TeKCHIA. AJKWIbHBIE TPYIIIbI
MOTYT OBITh 3aMELIEHHbIMH WJIM HE3aMEIIeHHbIMU. B 3aBHCHMOCTH OT CTPYKTYpPBI aJKHJIbHAS
IpyImna MOKeT ObITb MOHOPAAUKAIbHON WIIN TUPATUKAIBHOMN (T. €., AIKMIICHOBAs TPYIINa).

[0022] «Ankokcu» rpyrmna OTHOCUTCS K «-O-alKuIbHOW» TPyIINe, TAe aJKWI ONpenesieH
B HACTOSLIEM OMUCAHUU.

[0023] TepmuH «anKeHU» OTHOCUTCS K PAJAMKAIbHOW IPyMNIe C HEPa3BETBICHHOW WU
Pa3BETBJIICHHON YIJIEBOAOPOAHOM LEMbI), COCTOALIEH MCKIIOYUTENBHO M3 aTOMOB yrieponaa u
BOAOPOAA, COIEprKale IO MEHbIIEH Mepe OAHY /[ABOHHYK CBs3b YIVIEPOA-YIJIEPOA.
Heorpannuuparonyie mnpuMepsl alKeHWJIbHOH rpynnbl  Bkirodalor B ceds -CH=CHa,
-C(CH3)=CH,, -CH=CHCH;, -CH=C(CH3); u -C(CH3)=CHCH;3;. B coorBerctBun ¢
HEKOTOPBIMU BapUaHTAMH OCYLIECTBJIECHHs aJIKEHWJIbHbIE TPYIIBI MOTYT COAEpXkaTh OT 2 A0 6
aTOMOB yriieposa. AJIKEHWIbHbIE IPYIIIbI MOTYT ObITh 3aMEIIEHHBIMH HJIH He3aMelleHHbIMU. B
3aBUCHMOCTH OT CTPYKTYpbl AaJKEHWJIbHAS TPyNNa MOXET ObITh MOHOPAaJUKAJIbHOH WIIH
AUPATUKAIBHOH (T. €., aIKEHUJICHOBAs TPYIINA).

[0024] Tepmun «anKuHWI» OTHOCUTCA K PAAUKAIbHOW IPYMIE C HEPA3BETBICHHOW WU
Pa3BETBJICHHON YIVIEBOAOPOAHON LENbIO, COCTOSIIEH HUCKIIIOUUTENBHO U3 aTOMOB YIJIeponaa U
BOAIOPOZa, COAEpsKallled MO MeHbUIeH Mepe OAHY TPOHHYK CBS3b YIJIEPOIA-YIIEpOH.
Heorpanuuuparonie npuMepbl aJlKHHUIBHON rpynmbl BkirodaT B cedsi —C=CH, -C=CCHj,
—C=CCH:CH3; u -C=CCH:CH:CH3;. B cooTBercTBUM C HEKOTOPbIMH BapHaHTaMU
OCYLIECTBJIEHUS] AJKMHWIbHAS Tpynna MOXKET CcOoAep:kaTb OT 2 10 6 aToOMOB yrIyepoja.
AJIKUHHJIbHBIE TPYIITBI MOTYT OBITh 3aMEINEHHBIMH WJIM HE3aMEIlEeHHbIMU. B 3aBHCHMOCTH OT
CTPYKTYpPBI aJKUHIJIbHAS TPYIIA MOXKET ObITh MOHOPAIUKAJIbHON WM AUPATUKAIBHOH (T. €.,
ANIKMHUJICHOBASI TPYTIINa).

[0025] «Amuno» oTHOCuTCs K -NH» rpymme.

[0026] TepmuH «amKUIaMHUHY» WA «AJTKWJIAMUHOY» OTHOCHTCS K —N(ankwmn)Hy rpymrme,
I7Ie aJIKUJI ONpeJeNieH B HACTOSLIEM OMMCAHUH, a X U y BbIOpaHbl U3 rpymmel X=1, y=1 u x=2,
y=0. Eciau x=2, ankuipHble TpYMNIbI, B3ATbIE BMECTE€ C aTOMOM a30Ta, K KOTOPOMY OHHU
NPUCOCIUHEHBL, HEOOS3aTeIbHO MOTYT OOpa30BBIBATH LUKIHYECKYIO KOJIBLIEBYIO CHCTEMY.
«InankunaMuHO» OTHOCHUTCS K —N(QJKWi); Tpymnme, 7€ aJKWI ONpenesieH B HACTOALIEM
n300peTeHN.

[0027] TepMuH «apoOMaTUYECKUI» OTHOCUTCS K MJIOCKOMY KOJIbLY C AE€IOKaJN30BaHHON
T-3JIEKTPOHHON CHCTEMOH, cozeprkaiiell 4n+27 3JIeKTPOHOB, Tl N MPEACTaBIsIET COOON 1enoe
9UCJIO. ApOMAaTHYECKHE KOJIbLIA MOTYT OBbITh OOpa3oBaHbl M3 TISITH, INECTH, CEMH, BOCBMH,

JCBATHU HWIIHU Oonee uem JCBATH aTOMOB. ApOMaTI/ILIeCKI/Ie KOJibLia MOTYT OBITb HEOOS3aTEILHO
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3aMerieHbl. TepMHH «apOMaTUYeCKHi» BKIOYAaeT B ceOs Kak KapOOLMKIMYECKHe apuiIbHbIC
rpynnel (Hanpumep, ¢eHm, HadTaleHW), TaK U TreTepoapuiibHbIE TPYIIBl (HampuMmep,
NUPUAUHWIL, XUHOJIMHUI).

[0028] Mcnone3yeMblii B HACTOALIEM ONUCAHUM TEPMHH «apwi» OTHOCUTCA K
apOMAaTHUYECKOMY KOJIbIly, Il€ KaKAbIH W3 aTOMOB, OOpa3yIOLIMX KOJIBIO, SIBISIETCS aTOMOM
yriaepoaa. ApwibHbIe KOJbIa MOTYT ObITh OOPA30BaHbI U3 MSATH, MECTH, CEMH, BOCbMU, E€BATU
win OoJjiee NEBATH aTOMOB. ApWJIbHBIE TPYNIBI MOTYT ObITh HEOOS3aTENBbHO 3aMELICHHBIMH.
IIpumepsl apuIIbHBIX TPYNIl BKIKOYAOT B ceOs Oe3 orpanudenus ¢eHun u Hadramuauia. B
3aBHCUMOCTH OT CTPYKTYpPbl apwjibHas Tpylma MOXeT ObITb MOHOPAAMKAJIBbHOW WIH
IMpasuKaIbHOH (T. €., apUJIEeHOBas TPyIIa).

[0029] «Kapbokcu» otHOocuTes k -CO2H. B cooTBercTBUHM € HEKOTOPHIMU BapHaHTaAMH
OCYLIECTBJICHUs KapOOKCU(parMeHTbl MOTYT ObITh 3aMEHEHbI «OHMOM30CTEPHBIM COEIUHEHHEM
KapOOHOBOI KHCJIOTBI», KOTOPbIH OTHOCUTCS K (DYHKLMOHAJIBHOH Ipymme Hid (parMeHty, uto
NPOSIBILIIOT MONOOHBIE (hH3HMUECKHE W/WIIN XMMUUECKHe CBOMCTBA, YTO U (PparMeHT KapOOHOBOM
KUCIIOTBL. buomnsocrepHoe coennHeHne KapOOHOBOW KHCJIOTBI XapaKTepU3yeTcsl MOIOOHBIMU
OUOOrMYEeCKUMH CBOWCTBAMH, YTO U TpyIIa KapOoHOBOH kucnotel. CoennHeHne ¢ pparMeHToM
KapOOHOBOM KHCJIOTBI MOXKET COnepkKaTh (parMeHT KapOOHOBOH KHCJIOTBI, 3aMEHEHHbIH
OMOM30CTEpHBIM COEUHEHHEM KapOOHOBOHM KHCIJIOTBI, M XapakKTepusyercss MOJ0OHBIMU
¢usnueckumMu  W/mnM  OUOJIOTHUECKMMH CBOWCTBAMH TIPU CPABHEHHUH C COEINUHEHHEM,
comepKalM KapOOHOBYIO KUCIOTY. Hampumep, COriaCcHO OZHOMY BapUaHTy OCYINECTBIICHHS
OMOM30CTEPHOE COeNMHEHNE KapOOHOBOM KHCIOTHI Oy €T MOHU30BATHCS MPH (PU3UOTIOTUIECKOM
3HaueHnu pH 10 MpUMEpHO TaKkoM K€ CTENEHH, YTO U rpymmna KapOOHOBOM KUCIOTHL [Ipumepsr

OMOM30CTEPHBIX COEOUHEHHH KapOOHOBOW KHCIOTHI BKJOYAKOT B cebs 0e3 OorpaHuveHus

O N-N, -0, -S,
)J\N,OH, %)J\ _CN N )NLN o %LL)NI\/<N |

N
W Ho o N v N
OH
s 0o o
N [N U
/
, ¢, % OH
OH OH o UT. IL

[0030] Tepmun CUUKJIOAJIKWI OTHOCHUTCA K MOHOLIUKJINYECKOMY 158) 05
MOJIUIUKITNYECKOMY HE apOMAaTHUYECKOMY paJuKajy, TIe KaKIAbIH W3 aTOMOB, OOpPa3yHOIIUX
KONBIO (T. €., CKEJETHbIE aTOMBI), SIBJIIETCSI aTOMOM yriepona. LIUKIoankuiabsl MOTyT OBITh
HACBIIIEHHBIMU I YaCTUYHO HEHACBIIIEHHBIMU. [[UKIIOaKIITBI MOTYT OBITh KOHIEHCUPOBAHBI
C apOMAaTHYECKHUM KOJBLIOM (B 3TOM Cllydae LMKJOAIKHJ CBsI3aH 4Yepe3 HE apOMaTHUECKUH

KOJIBLIEBOH aTOM yriiepona). B COOTBETCTBHM C HEKOTOPBIMH BapHAHTAMH OCYINECTBIICHUS
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LUKJIOAJIKUJIBHBIE TPYIIBI BKIOYAIOT B ceOsi rpymmbl, comepskamue oT 3 a0 10 KoJbHeBbIX
aTOMOB.

[0031] Tepmunbl «rerepoapwyl» WM, AIbTEPHATHBHO, «IE€TEPOAPOMATUYECKUID

)
OTHOCATCSI K apWJIBHOW TpyIlNe, KOTOpas BKJIOYaeT B ceOs OauH WM 0ojiee KOJIbLIEBBIX
reTepoaToMoB,  BBIOPaHHBIX M3  a30Ta, KHCIOpoma HM  cephl.  N-comepskamuit
«TeTepoapoOMaTHUYECKUI» WM «TeTepOAPHIIbHBINY (PparMeHT OTHOCHTCS K apOMaTHYeCKON
rpyImne, B KOTOPOil IO MeHbLIEH Mepe OAUH U3 CKEJIETHBIX aTOMOB KOJIbLIA SIBJISIETCS aTOMOM
asora.

[0032] «'eTepoLMKIOAIKUIIBHAS) TPyNNa WIM «TETEPOATHLUKINYECKAsy Ipynna
OTHOCUTCSl K LUKJIOAJKUJIBHON Tpynne, rae N0 MEHbLIEH OJWH CKEJETHBIA KOJIbLEBOM aTOM
npesacTaBysieT coOON reTepoaToM, BBIOPAHHBIN M3 a30Ta, KHCIOpoAa U cepbl. Pamukansl MoryT
ObITb KOHJEHCUPOBAHBI C APWJIOM WJIM TFeTepoapuyioM. TepMUH reTepoalMLUKIMYECKU TaKkke
BKIIOYaeT B ce0sd Bce KoJbleBble (OPMBI YIIIEBOAOB, BKIIOHYash O3 OrpaHuYeHHs
MOHOCAaXapuabl, AUCaxXapuabl U onurocaxapuapl. Ecian He 0TMeueHO MHOE, FeTepOLMKIOATKUIIbI
comepkat oT 2 10 10 aToMOB yriepona B KoJsblie. SBIsSETCS MOHATHBIM, YTO MNPU YIOMHUHAHUU
4ycjia aTOMOB YIVIEPOJa B FeTePOLMKIOATIKIIE YUCIO aTOMOB YIJIEpOJa B I€T€POLUKIOANKIIIE
HE SIBJISIETCS TaKUM JK€, KaKk W oOlee YHCIO aTOMOB (BKJIFOYAs Te€TE€POaTOMbI), KOTOPBIE
COCTABJISIIOT T€TEPOLIUKIIOATKIII (T. €., CKEJIETHBIE aTOMbI F€TEPOLIUKIIOATKUIBHOTO KOJIbLIA).

[0033] TepMuH «rayno» wiH, aJbTepHATHBHO, KTAJIOTeH» O3Ha4aeT PTop, XJIop, Opom
u Hox.

[0034] TepMUH «raJlor€HaJKWI» OTHOCUTCS K QJIKWIBbHOH TIpymnme, KoTtopas
3aMelleHa OJHUM MJIH OoJjiee aTOMaMHU TrajloreHa. ATOMBI TaJIoTéHa MOTYT OBITh OJUHAKOBBIMU
WIX OHM MOTYT OBbITh pa3HbIMU. HeorpaHW4MBaromue npuMepbl rajIoreHaKUIOB BKIIFOYAIOT B
cebs1 -CH,Cl, -CF3, -CHF,, -CH,CF3, -CF2CF3 u . 1.

[0035] Tepmunbl «PTOPATKUI» U «(PTOPATKOKCHY» BKIIIOYAIOT B Ce0sl AKUJIbHBIE U
ATKOKCUTPYIIIBL, COOTBETCTBEHHO, KOTOPbIE 3aMEIIeHbl OJHMM WM Oojiee aTomMamu Qropa.
Heorpanuuupatomue mnpumepbl ¢ropankmwioB Bkmoudaror B ceds -CFs3, -CHF», -CHyF,
-CH,CF3;, -CF»CF;, -CF,CF»CFs;, -CF(CHs3); mw T mn. Heorpanuumparomue mnpuMepsbl
¢dropankokcurpynn BkioudaroT B cebst -OCF3, -OCHF,, -OCHyF, -OCH)CF;, -OCF.CFs,
-OCF,C