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MO3BOJISIOT APPEKTUBHO KIACCU(PUIIMPOBATH TCHOTHITHI XJIOMYATHUKA, TPUHAICKAIINX K Pa3THIHBIM
BuiaM. [lonmydeHHBbIe MOMUMOpP(HBIE JIOKYCHI MOTYT OBITh aCCONMUPOBAHBI C MOP(OIOTHYECKHMHU
NpU3HakaMu WA JPYTUMH arpOHOMUYECKHMMH CBoiicTBamu. Kpome TOro MOTryT YCTaHOBHUTH
TEHETHYECKYI0 0a3y IUKHUX U KYJbTYPHBIX MPEACTABUTENICH XIJIOMYATHUKA, YTO TTO3BOJIUT MPOBEICHUIO
CEJIEKIIMOHHBIX OJKCIIEPIMEHTOB C HCIOIB30BAaHUEM ITUKWX BHIIOB MJS YIYYIICHUS KyJIbTYpPHBIX
COPTOB.
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[TpuoHs! - 3T0 OENKH, CHOCOOHBIE B OJMHAKOBBIX (PU3UOJOTHUYCCKHX YCIOBHSX CYIIECTBOBATH B
pa3nUuHBIX KOH(OpMAalMsX, Kak MHHUMYM, OJIHAa M3 KOTOPHIX oOjazaeT WH(EKIUOHHBIMU
cpoiicTBamu. Panee B Harieil nabopatopuu ObUT OOHapykeH HexpoMocomHbl daktop [NSF]
(Nonsense Suppression Inducer MHAYKTOp HOHCEHC-CYIPECCHH), BBI3BIBAIOIINN CYIIPECCHIO
HoHceHc-ayuteneit adel-14(UGA) u trpl-289 (UAG) (To ecTh pocT Ha CENIeKTHBHBIX cpeiax 0e3
aJIcHHHA WIM TPUITO(paHa, COOTBETCTBEHHO) Ha (hOHE MPOAYKIMU XuMepHoro Oenka AB-Sup35MCu
nmenmeru xpoMmocomHo# komuu reHa SUP35 Beito mokaszano, uro ¢aktop [NSF] memoncTpupyer
HEXPOMOCOMHOE HACJICJOBAHNE, DIIUMUHUPYETCS MOJ JEHCTBUEM XJIOpHJA TYaHWIWHA W MPOSBIIET
[IUTOIUIA3MATUYECKYI0 MH(PEKIIMOHHOCTh, YTO TO3BOJISICT FOBOPHTH O NPHOHHOW MPHPOAE JAaHHOTO
JerepMuHaHTa. JIJIsl TOWCKA BEPOSTHBIX KaHAWAATOB Ha poib aerepmunanta [NSI] B Hameit
naboparopun paHee Obul paspaboran mporeomusiii merox PSIA  (Proteomic Screening for
Identification of Amyloid proteins).C nomomipto PSIA B nerepreHT-yCTOHYHBBIX OEITKOBBIX
¢pakiusax u3 mramma [NSI] Obu1 BeisiBiIeH cTpykTypHBIA Oenok npuona [SWI] — Swil. Ananus,
NPOBEJICHHBIN TPH TOMONIH (DIYOPECIIEHTHON MHKPOCKOIHH, MOKAa3aj, YTO JOJs KJIETOK IITaMMa
[NSF], cogeprkarux arperatsl XuMepHOro 6enika Swil-YFP,craTicTHueckn JOCTOBEPHO BBIMIC, YeM
JI0JIsL TaKMX KJIETOK B mramme [NSi]. [eneuus rera SWI1BbI3biBasia CHIIBHYIO HOHCEHC-CYIPECCHUIO
kak B mramme [NSI], tak u [nsi]. Beegenne maasmuaaoii komuu SWI1npuBoauiIo K 1mogaBIeHHIO
HOHCEHC-CYIIPECCHM B 00OMX InTamMmax. [locliemyromuii aHalu3 IoKas3all, 4TO B IONYyYCHHBIX
mrammax, Hecyrmux genenuto SWIJ1 yactoTsl arperaiin xuMepHoro 6emka Swil-YFPcraTuctuuecku
JIOCTOBEPHO HE OTIHYArOTCs. TakuM 00pa3oM, B HACTOSIIEM HCCICIOBAHUM MOKA3aHO, YTO JEINCIHs
rera SWI1Bs3bIBaeT HEOOPATUMYIO dITUMHHAIMIO AeTepMuHanTta [NSI].
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CuctemMbl PECTPUKIUU-MOAUPUKAIINKA  SBJISIOTCS BHYTPUKICTOYHOW CHUCTEMOW WMMYHHOH
3amuThl OT uyxepomHoir JIHK. depmeHTH cucTeM pecTpUKIUU-MOAU(DHUKAIIMA OOHAPYKUBAIOT
BBICOKOE Pa3HOO00pa3ue WX CTPYKTYPHOHW M JOMEHHOW opraHuzarmu. CyIecTBYIOT MPEIoIOKEHH S,
YTO SBOJIIONHS (PEPMEHTOB PECTPUKIIMH IIUIA 110 MTyTH YCIIOKHEHUS JOMCHHOW OpraHU3aIluy U JaBalia
BO3MOXXHOCTh OeNKaMm Crenu(UYecKkd B3aWMOJCHCTBOBATH C OOJBIIMM KOJHYSCTBOM CaWTOB
y3HaBanus (momoOHo osHmonykiease ECORII). TlpuobGperenne (epMeHTaMH PECTPHKIIMKA HOBBIX
CTPYKTYpHBIX JOMEHOB MOTJIO IPOUCXOJNTh B TMpOIECCE T'CHETHUYECKHX IEPEeCTPoeK NpH
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