Coeaunenns dopmynsl (1), KOTOpyro HCIONB3YIOT TpU JIeYCHWH 3a00JeBaHUI, B KOTOpPHIE BOBJCUEHA
ycunenHas aktuBamus M 3 perenTopa, TaKuX Kak 3a001¢BaHHs IbIXaTeIbHBIX MyTeii: B kKoTopsix (1) R' mpeacrapnser
coboit C;-Cg-aJKuI UM BOJIOPOJ;, U R? MIPECTaBIsAET COOOH BOAOPOJ WA TPYIIILY -R7, -Z-Y-R7, -Z-NRng, -Z-CO-
NR°R™, -Z-NR¥(0)0-R’ umn -Z-C(0)-R’; u R® npencrasmsier co6oii Henonenennyio mapy umn Cy-Ce-ankmm; win (i)
R i R® 06pa3soBEIBAIOT BMECTE C aTOMOM a30Ta, K KOTOPOMY OHH IPHCOCIMHEHBI, FeTePOLMKIOATKIIEHOE KOIBLO, U
R? npezcrasisier coGoii Heroaenennyio mapy i rpymy -R’, -Z-Y-R’, -Z-NR°R™, -Z-CO-NR°R"’, -Z-NR*¢(0)0-R’
umn -Z-C(0)-R’; mmn (iii) R' u R? 06pa3soBBIBAIOT BMECTE C AaTOMOM a30Ta, K KOTOPOMY OHH MPHCOEIHHEHEI,
reTepOLMKIOANKIILHOE KOTIBLO, IPHYEM YIOMIHYTOE KOJIBIO 3aMelmeHo rpymmoii -Y-R’, -Z-Y-R’, -Z-NR°R’, -Z-CO-
NR°R™, -Z-NR*(0)0O-R’ umu -Z-C(0)-R’"; u R® npencrasmnser coboii nenonenennyio mapy win Ci-Ce-amkmr; R* u R®
HE3aBHCUMO BBIOMPAIOT W3 TPYMIIBI, KOTOpas COCTOUT U3 apuiia, KOHICHCHPOBAHHOTO C IeTEPOLMKIOAIKUIIOM apuia,
rerepoapuna, C;-Cg-ankuia, TUKIOATKIIA, R® npenctasisier coboit -BOH, C;-Cg-anxmi, C;-Cg-anKoKCH, THAPOKCH-
Cy-Cg-ankmn, mutpm, rpymny CONR® mm atom Bomopoga; A mpenctaBiser coboif aTOM KHCIOpOIa HIH cepsr; X
TpeaCTaBisieT coOOH ANKMICHOBYIO, AKCHHICHOBYIO HIIM aiKHHHICHOBYIO rpymmy; R’ mpencrasmser cooit Cy-Ce-
AIKWIbHYIO,  apWibHYyl0,  KOHICHCHPOBAaHHYI0 C  LHKIOAIKWIOM  apWibHYI0,  KOHICHCHPOBAaHHYIO  C
TeTEePOIHKIIOATTKUIIOM apWIBbHYIO, reTepoapuiIbHYIO, apmi(Cq-Cg-amxumn)-, rerepoapmi(C;-Cg-ankmin)-,
OUKIOATKWIBHYIO WM TeTEepOIHKIOANKIIbHYI0 Tpynny; R mpencraBiser cobort Ci-Cyg-amkmneHoByto, Cy-Cig-
ankeHHeHoBYIo wiH C,-Cig-aKHHUICHOBYIO TpymTy; Y TpEACTABIsET cobOi cBs3b Mmi atoM kucnopoaa; R® u R
HE3aBHCUMO MPEACTAaBIIIOT coboit  aroM Bomopona, C;-Ce-aJIKMIBHYIO, apuWiIbHYIO, KOHJICHCHPOBAaHHYIO C
TeTEePOLMKIIOANKHIOM apHIbHYI0, KOHJICHCUPOBAHHYIO C IIMKJIOQJIKWIOM apwibHYIO, TeTepOapWIbHYIO TIpYIILY,
apui(C,-Cg-amxun)- unn retepoapuii(C,-Cg-ankun)-; win R® u RY 00pa30BBIBAIOT BMECTE C aTOMOM a30Ta, K KOTOPOMY
OHH MPUCOETNHEHBI, TETEPOLUKINYECKOE KOO, KOTOPOE CONEPKUT 4-8 aTOMOB, KOTOPOE HEOOS3aTEIBHO COACPIKHUT
JIOTIOJTHATEIBHBIA aTOM a30Ta WM KUCIOPOa.
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