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Tuwmyk I1. A.

CTPOEHUE SAIEPHON JJAMUHBIL.MOP®OJIOT TUECKUE
N3MEHEHUS ITPU CUHIPOMAX
HNPEXJIEBPEMEHHOI'O CTAPEHMUSI.

Hayunwtit pykogooumenv kano. 6uon. nayk, accucm. Jlaman H. B.
Kagheopa eucmonoeuu, yumonocuu u smbpuonocuu
benopycckuii 2cocyoapcmeennuiti meouyunckull yHusepcumem, 2. Munck

Lenpro 1aHHON paOOTHI SABISIETCS U3YYEHHE HOPMAJILHOIO CTPOCHHUS SIACPHOMN
JaMUHBI U ee MOp(oTOrnyecKnx n3MeHeHui npu cunapome I'erunacona- ['mndopaa.

Kinerounoe siapo- cucrema mojiepskaHus, BOCHPOU3BEAEHUS W peasu3aliu
reHeTn4ecko nHpopManuu. SApo cOCTOUT U3 SAPBIIIKA, SIASPHOTO MaTPUKCa U Ka-
puoneMMbl. KHYTpu OT BHyTpeHHEH 000JI0UKH KapHOJIEMMBbI pacrojaraercs sijaepHas
JaMHHA, MIPeCTaBIsgIonas co00il COBOKYMHOCTh GUOPHILIAPHBIX OETKOBIAMHHOB A,
B u C. fnepnas namMuHa ydacTByeT B: 1) opranu3ainnu XpoMaTHHA, 2) periuKaluuu
JTHK, 3) crabunu3aimy TeITOMEPHBIX KOMIUIEKCOB, 4) peryisiuu sIepHbIX MOPOBBIX
KOMILIIEKCOB, 5) anonTo3e, 6) perysiuy MojJ0oKeHus sapa B KIEeTKe, 7) cOOpKe spa
1ocJie MUTO3a, 8) UHTErPalMK C LIUTOCKETIETOM.

JlamuH A (647 aMUHOKUCIIOT) 00pasyercs u3 npeiamMmuna A (664 aMuHOKHCITO-
ThI) B pe3yJIbTaTe MOCIEAOBATEIbHBIX 3TAMOB MOCTTPAHCIAIIMOHHON MOIU(UKAIUY.

[Ipu cungpome I'erunncona-I'undopna Toueunas myrauus rena LMNA, ko-
JUPYIOIIEro OENOK SIAEPHOM JIaMHUHBI, MPUBOAUT B IMOCIEqymomeM K genenuu S50
aMuHOKHCIIOT (606-656) B cocTaBe mpeaaMrHa A, MpU 3TOM TEPSIETCS CalT, 10 KOTO-
pPOMY MPOMCXOAUT PaCIICIICHUE MpeJaMiHa B 3aKJIIOYUTEIbHBIX 3Tanax Moau(uKa-
1K U GOpMUPYETCS TPOTePHUH.

BcenencTBrue HakoruieHust Oelika MporepuHa MpOUCXOAUT CTPYKTYpHas TpaHC-
dopmarus siAepHON JaMUHBI M HAPYIIAIOTCA MPOLIECCHl, B KOTOPBIX OHA MPUHUMAET
yuactue. Tak ke B uccieoBaHusAX ObLIO BBISBICHO Y MAIIMEHTOB C JIAHHBIM 3a00J1e-
BaHHWEM BpPOXKJIEHHOE OTPAaHUYECHHE JTMHBI TETIOMEPOB.

Ha ¢one HapyiieHus AeneHusl COMaTHYeCKUX KJIETOK, CHUKEHHOIo Iponude-
PaTUBHOTO MOTEHLIMAaNa, HEOCTATOYHON penapaTUBHOM CIOCOOHOCTH M CTpPEMHU-
TENbHO PAa3BUBAIOTCS IpolecCchl crapeHus. Yactora BCTPEYAEMOCTH AAHHOIO CHH-
npoma coctaBisier 1 ciyyaid Ha 10 MUJUIMOHOB.
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