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YcranosieHo, 4to mpu KoHpopManuoHHbIX 3aboneBanusx [[HC BreisBiseTcs arperanus
CTPOTO OMpeJeNeHHOTo Oenka uiK ero ¢pparmenToB. Tak, 1y 6one3Hn Anblreiimepa xapakx-
TEpHbI arperaTsl KOHGOPMALMOHHO MOIUGUIIUPOBAHHOTO B-amMuiionia U Tay Oenka, 1uist 60-
ne3nu IlapkuHcoHa — arperatsl o.-CHHYKJIEHHA, 00JI€3HM XaHTUHITOHA arperaThl MOJIUTIyTa-
MUHOBBIX ()parMEHTOB XaHTUHITHHA, ]I OOKOBOrO aMHOTPOGHUYECKOrO CKJIepo3a — Hepac-
TBOPUMBIE KOMILJIEKCHI arperupOBaHHON MyTaHTHOMU cynepokcuaaucmyTassl (Cu/Zn SOD1) u
T.1. BHyTpH HelipoHOB OeNKOBbIE arperarbl, Kakoil Obl STHOJIOTUU OHU HE ObLIH, CBSI3bIBAIOT-
Csl ¢ MUKpOTpYOOUKamMH U 00pa3ytoT arpecombl. CHHKEHHE YPOBHS IIAlepPOHOB MIIM CTpECC-
00yCIIOBJIEHHOE UCTOLIEHNE YOMKBUTHH-ITPOTEACOMHOM CUCTEMBI MOTYT IPOIYCKATh B CBOEM
KOHTpoOJie OeNIKM ¢ aHOMaJIbHOM KOH(opMaluel, KOTOpble CTAaHOBSATCS MPOBOKATOPAMHU LEM-
HOM peakuuu arperanuu. OTiIOXKeHHe OEIKOBBIX arperaToB B HEHpoHaX MO3BOJISIET MPEATo-
JIOXKHTH CYIIECTBOBAHME OOLIMX sl ATHX 3a00JieBaHMN MEXaHM3MOB HENpPaBHIBHOTO (oJ-
nuHra Oenka. B ycrnoBHsX BHYTPHKIETOYHOIO MaKpPOMOJIEKYJISIPHOTO KpayJIuHTa i OJHO-
3HQYHOTO CBOPAYMBAHUS MOJUIENTUAHBIX Iened (QyHKIMOHUPYET cHCTeMa IIallepOHOB
(Hsp). DTta xe cuctema manepoHOB B KOMIUIEKCE ¢ MEXaHU3MOM YOMKBUTHH-TIPOTEACOMHON
JIErpajlallid KOHTPOJIMPYET TUAPOJIA3 M DIUMHUHALMIO HENPABUIBHO CBEPHYTHIX WIIHM IIO-
CTTPAHCIAIMOHHO TIOBPEXKIEHHBIX OenkoB. B HOpMe Hsp, pasBopaunBas 0eaKoBYyIO TIIO0YTY
HEBEPHO CBEPHYTOTO HJIM MOAMDUIIMPOBAHHOTO Oelka, JaeT eMy elle OAHY BO3MOXKHOCTb
CBEPHYThCS MPABUJIILHO U, €CIIU 3TO HE MPOUCXOJUT, TOTAAa JAaHHBIA OENOK MpU y4acTHH IO-
JTMYOUKBUTHHA paciueruisercss yOMkBUTHH-AT®-3aBucumoil nporennaszoit (26S mpoteaco-
Moif). B ycnoBusix crpecca (OKUCIUTENBHOTO, TEMIOBOTO, XUMHUUECKOr0) HaOIt0JaeTcs Mac-
CHPOBAHHOE MOBPEXJICHHE OEITKOBBIX MOJIEKYJ, IIATIEPOHbI MOOMIM3YIOTCSI Ha UCIIPaBIICHUE
OENKOB, YTPaTUBILINX MPAaBUIBHYIO TPEXMEPHYIO CTPYKTYPY, U YpoBeHb Hsp cHukaercs Huxe
KPUTUYECKOTO i 3((EKTUBHOIO KOHTPOJISI CBOPAuYMBAHMsI CUHTE3UPOBaHHBIX de novo mo-
munentuaHbIX nened. KonkypeHuus mexay npouneccamu (OJIIUHTA, JErpajallud U arpera-
UK Oenka NMPUBOIUT K JOMHHHUPOBAHUIO MOCIEIHEH, MOCKOIbKY Ha (POHE HEJOCTAaTOYHOCTHU
(GYHKIIUM IIallepOHOB HECBEPHYThIE HHTEpMeauathl (GoJAUHra 00OramaroTcs aHTUHapa-
JeNbHBIMU B-IensIMU ¢ KOH(OPMAIIMOHHO MOIU(PHUIMPOBAHHONW HEHATUBHOW BTOPHUYHOU
cTpykrypoii. [locnennue, arperupys Mexay coO0i M0 MEXaHU3MY HEPa3BETBIICHHOMN IETTHOM
peakuu, GOpMHUPYIOT OJTUTOMEPHBIE CTPYKTYPHI.

Pa3zpaborana nporpamma aHaju3a aHaMHe3a, KaTaMHE3a U KOH(POPMAIMOHHBIX MEPE-XO0J0B
MapKepHbIX OENKOB, KOTOpas MOXXET MOMOYb B IpEJCKa3aHUM IaTOreHe3a KOHKPETHO-TO
HelpoaereHepaTuBHOTO 3a00IEBaHUSI.



