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Cewmeiinast cpenusemuoMopcekast juxopajika (CCJI) siBisiercss CHCTEMHBIM Ay TOBOCIIAJTUTE b
HBIM 3a00JIeBaHUEM, KOTOPO€E HACJEeIyeTCs TI0 ayTOCOMHO-perieccuBHOMY Tuity. [Ipmamnoit 3a00-
JieBaHus sBistiorcst Todednbie MyTanuu B reae MEFV (MEditerraenian FeVer), koropsrit sio-
KaJIN30BaH Ha KOPOTKOM Tutede 16-it xpomocombl (16p13.3), npogykrom rena MEFV spsiercs
OeJIOK NMUPUH, TaKyKe U3BECTHDLIN Kak MapeHocTpun. Ha cerojusimnuii gerb u3BectHo 311 my-
taruit B rene MEFV, 60/bIIIMHCTBO M3 KOTOPBIX SABJISIOTCSA MUCCEHC MYTAIlUSIMU, TPUBOJIAIIIIE
K OJHOW aMIHOKHCJOTHOI 3aMeHE.

Jlo cux 1mop 710 KOHIa HEe M3BECTHO KaKyIO POJIb BBITOJIHAET NMUPUH B KjaeTke. [Iupua nmeer
MHOYKECTBO TIAPTHEPOB CBS3BIBAHUS, JIETAJIN B3aUMOJIENCTBUAS ¢ KOTOPHIMA B OCHOBHOM MAaJIO-
uzydenbl. OJHUM U3 TaKUX IPUMEPOB sIBJISETCS B3auMOJIeiCTBUE IUPUHA ¢ OeJIKaMu ceMeiicTBa
14-3-3.

Ectp manuble cBujeresnberBytonye 9ro MyTtantHble Bapuanuu (S208A, S209A, S242A) u
dbocdoprnposatubie GOpPMBI MTUPUHA B3aUMOJEHCTBYIOT ¢ Oenkamu cemeiicrBa 14-3-3 [4], Ho
JleTaju JJAaHHOTO B3aWMOJIEHCTBUsS U €ro BJIMSTHUAE Ha MIPOIECC ayTOBOCIATIEHUSI /IO KOHIA He BbI-
SIBJIEHBL.

B nannoit paboTe 11 MOJIEKYIAPHOIO MOJIETUPOBAHNS TPETUIHOMN CTPYKTYPHI MyTAHTHBIX 1
dochopumpoBaHHbIX (HOPM TUPHUHA, & TAKZKE JIJIsI MOJIEJIMPOBAHIS PETMOHOB B3ANMOECTBUA
nupuna ¢ 14-3-3, ucnosbzosascs nporpammubiii maker ROSETTA 3.5 [2]. s Busyasmsanuu
U CPDABHUTEJILHOTO aHAJN3a MOy IeHHBIX JaHHBIX, MCI0JIb30Batack mporpavMva VMD 1.9.2 [3].
Bce nporpammubie makeThl ObLIM UCIIOIB30BAHBI B OIIEPAIIMOHHON cucTeme Linux Ha cyniepKom-
nbioreproM KoMmmuiekce MI'Y mmenn M.B. Jlomonocosa [1]

Beum nostyvaensr docdopumupoBanias GpopMa HATUBHOTO NMHUPHWHA B MOJOKeHHAX S208,
S209, S242 u 5 pa3aUYHBIX MYTAHTHBIX (OPM MUPHUHA, B KOTOPBIX MPOUCXOJIUT 3aMeHa Ce-

pHUHA Ha aJlaHUH B BBIIIEyKa3aHHBIX MMOJOXKEHUAX B ceayonmx kKombunanusx: S208A, S209A,
S242A, S208-209A, S208-209-242A.

CpaBHeHre HATUBHOW CTPYKTYPbI MUPUHA C MTOJIYIEHHBIMA MYTAHTHBIME OKA3aJ10, 9TO B
Pa3JIMIHBIX pEruoHaxX B 3aBUCHUMOCTHU OT MYTallUXd IIPOUCXOAAT II€PEXOJbl B 3JIEMCHTaX BTO-
pUtTHOM CTPYKTYPHI ciaeaytormux Tumnos: &alpha;-ciimpans — &beta;-mucr, &alpha;-crmmpans —
netsisd, &beta;-uet — meriis u T

Tak>ke ObLIO TTOKA3AHO, YTO SHEPIUU B3AUMOJIEHCTBUST HATHBHOIO M MYyTHPOBAHHBIX (DOPM
nupuHa ¢ 6eqkom 14-3-3 &eta; oryimuarorcss n3-3a BBIMIEYKA3AHHBIX W3MEHEHUIT B TPETUIHON
CTPYKTYPE HUPUHA.

[Tonydennble JaHHbIE YKA3BIBAIOT HA TO, YTO MCCJIECJI0BAHNE ITUPUHA M MEXaHU3MOB €ro B3a-
UMOJIEHCTBHUSI C JPYIUMH OeJIKaMU, SIBJIS€TCS HEOOXOIMMBIM JIJIsi BBISIBJICHUST MOJICKYJ/ISTPHBIX
mexaan3MoB CCJI.
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