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AKITECCOPHBIE BEJIKA: ITPOTUBOPEYNBAA POJIb
B XKN3HU IIPO-U DYKAPNOTOB
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AKIIeCCOpHBIE, WJIN BCIIOMOTATeIbHBIE, OSIKM MPUCYTCTBYIOT B OPTaHW3MaX Pa3IMYHOTO YPOBHSI CJIIOKHOCTH U
OTHOCSITCSI K 0OCOOOMY KJlacCy MOJIUIETITUAOB C pa3HOOOpa3HbIMU (yHKUMSIMU. B uncio Takux pyHKIIMI BXOOAUT
KOHTPOJIb Ha MOCTTPAHC/ISIIIMOHHOM YPOBHE TTPaBWJIBHOM YKITAIKM MaKPOMOJIEKYJ Pa3TMYHON MPUPOIBI, CTIICII-
(bryHOCTH U 11eJ1IeBOIi 1OCTAaBKY UX K BHYTPMKJIETOUHBIM KOMITAPTMEHTAM WM K TTOrpaHUYHOM MeMOpaHe. AKliec-
COpHBIE 6EJTKU BIUSIOT Ha (P HEKTUBHOCTD U CIEU(MUIHOCTD TPAHCIYKIIMU CUTHAJIOB B cucTeMe pelientop—G Ge-
JIoK—3(ddheKTop, yIacTBYIOT B OpTaHU3ALMU U TMHAMUKE CTPYKTYp LIUTOCKeaeTa. B MpuCyTCTBUU aKIIECCOPHBIX
6EJIKOB IMTPOUCXOIUT (POPMUPOBAHUE U MHTEPHAIM3AINS 9HA0COM, BCTpaBaHUE B KIETOUHYIO MEMOpaHy ceKpe-
TOPHBIX BE3UKYJ, OCYIIECTBISIETCS peIuiuKauus U pernapanus nospexaeHHo JJHK. ¥V maTtoreHHbIx 6akTepuii
TOKCHHBI MOTYT 3allIMIIAThCS aKIleCCOPHBIMU Oesikamu. Kpome Toro, Takue 6eJIK1 CITOCOOCTBYIOT CEKPEIIUH M0~
JIMNENTUAOB IyTEM MX pa3BOpauyMBaHMsI BOJIM3U MeMOpaHbl U Mocjeaytoniero pedoyanHra B nepuriazme. CBoit
BKJIaJI aKIIECCOPHBIE OEJIKM BHOCAT B (DOPMUPOBAHME W PETYJISIIINIO 3aIIUTHBIX peaklvii opraHu3ma. B ripencraB-
JIECHHOM 0030pe cliejiaHa ITOMNbITKa 0000IIeHUST UMEIOIINXCSI CBEASHUM O POJIM aKIIECCOPHBIX OEIKOB B >KU3HEIesI -
TEJBLHOCTH TIPO- U 3YKapHOTOB, MPEUTOKEHBI HEKOTOPBIE MEPCTIIEKTUBBI JaTbHENIIINX NCCIeI0OBAaHMI TaK1X OEJTKOB.
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Ax1ieccopHble (I BCIIOMOTaTeIbHbIe) O€IKU, U~
POKO pacnpoCTpaHEeHHbIE B XXWBOMW TPUPOAE, KOHTPO-
JIMPYIOT B KJIETKaX IIPO- ¥ 3YKapHUOTOB COXPAaHHOCTH MO-
JIEKYJI, YIaCTBYIOIINX B OOJBIIMHCTBE, €CJIM HE BO BCEX
KJTIOYEBBIX peaklusax Metabonusma. [lepBelie cBemeHUST
0 TaKMX OeKax MosIBUINCH B Hauajie 90-X IT.B IIPOIIIO-
ro crojietusi. Tak ObLIO YCTaHOBJIEHO, YTO B MyTaHTaX
Ipoxckeit, nepuuutHeiX Mo 6eaky SHR3, koropsiii B
HOpMe JIOKaJIn30BaH B DP, mepMeassl, TpaHCIIOPTUPYIO-
I[M€ aMUHOKMCJIOTHI U3 BHEIIHEM cpelbl B KIETKY, HE
JIOCTABJISLIACH K TJIa3MaTU4eCcKoit MeMOpaHe, a ocTaBa-
JINCh U HaKarmBajauch B muctepHax OP (Ljungdahl et
al., 1992). ABTopbl MPUIILUIM K BBIBOAY, YTO (DYHKIIMS
SHR3 3akmogaercs B ¢pOJIIMHIE CUHTE3UPYEMBIX Ha ac-
COLIMMPOBAHHBIX ¢ DP pumbocomMax MOJIEKYT TepMmeas
IJIsT oOecrieyeHUsT UX HOPMAJIbHOTO (PyHKIITMOHUPOBA-
Hus. TepMuH “akiieccopHble OeJIKM” MOSBUICS MO3/-
Hee (Herrmann et al., 1999). Co BpemeHeM ObLIO BbIsiC-
HEHO, YTO aKIeCCOpPHBIE OEJIKM MOTYT PEryJnpoBaTh
3(PEKTUBHOCTh U CHEUM(PUIHOCTb TPAHCIYKIIMU CUT-
Hajla oT peuentopa K G-06eaky win ot G-6enka K 3¢-
(exTopy, yuacTBys B hopMUpoBaHUN (PYHKLIMOHATIBHO-
ro KoMImieKca repemauu curHana (Sato et al., 2006; Sato,

IIpunameote cokpawenusa: DP — sHIOTUIA3MATUUECKUI PETUKYIIYM,
AI' — antmapat 'oabaxu.
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2013). DTu 6eJIKM KOHTPOJMPYIOT NPaBUIBHOCTD YKJIaI -
KM CHUHTE3MPOBAHHBLIX Ha pMOOCOMAaxX IOJUIEHTUIOB
pa3INYHONM MPUPOIBI, BKIIOUAs “Tpy30BbIe OCIKN”, IS
obecrieyeHus1 MX COOTBETCTBYIOIIECH KOH(OpMAaLIUK, CIie-
H(UIHOCTU U LISJIEBOI NOCTaBKU. TeM caMbIM IIpeaoT-
BpalliaeTcs nx Aerpagaims B MeMOpaHHoi cucreme ERAD
(endoplasmic reticulum-associated protein degradation),
MPEICTABISIIONIE  Cco00if  yOMKBUTUH-IIPOTEACOMHBIIA
myThb (Buck et al., 2007; Yamamoto, 2009). Opranuzanus u
JIUHAMUKA I[IUTOCKEJETHBIX CTPYKTYp B 3HAYMUTEIbHO
CTEIIEHU OITPEACIISIIOTCSI CIOKHBIM B3aMMOACHCTBUEM C
MHOTOYMCJIEHHBIMU aKIIECCOPHBIMU OEJIKaMU, CIT0CO0-
HBIMU 00pPa30BbIBATh, PA3bEAUHSITD, OCYIIECTBISITD MTOIe-
PEYHYIO CBSI3b, OCIAOJISITh WJIM YKPEIUIITH OTIEIbHBIC
mukpodmiamentsl (Peer, 2011; Huber et al., 2013; King,
2017). TlonuMepHble cnupadvd akKIECCOPHBIX OEIKOB
YY4acTBYIOT B MHUIIMALINM KPUBU3HBI U 3aTEM B OIIOSICHI-
BaHUM Tepelieiika MHBarMHUPYIOLIE MeMOpaHbl 3yKa-
PUOTOB, YTO CITOCOOCTBYET (POPMUPOBAHUIO U OTACJCHUIO
SHOOLMUTO3HBIX ITy3bIPBKOB, 00JIETYacT OTIOYKOBAaHUE OT
muctepH anmapata Fonbmku (Al) win memOpan OP 1my-
3bIPbKOB, OCYIIECTBIISIIOIIMX 11eJIEBOM TPaHCHOPT rpy3a
(Takenawa, Suetsugu, 2007; Neumann, Schmid, 2013;
XavitnuHa, 2014; Traub, 2015). Pennukanusa u pemnapa-
st mospexaeHHo JIHK Takske mpoucxoasiT B MpUCyT-
CTBUM akKieccopHbix OenkoB (Hubscher et al., 1996;



