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Hanubie 06 yuactun kuposoii Tkanu (2KT) B cuHTE3e IUTOKUHOB M TOPMOHOB, YdYacTHe
B MEYKOPIaHHOW PeryJidliini, OTBETCTBEHHOCTH 3a PA3BUTHE JuadeTa M OIyXoJeil, sBJIAI0TCH
ocHoBanueM paccmarpuBarh KT kak camocrodresnbubiit opran. [lokazano, 4To aumonuTw
CHHTE3UPYIOT U CEKPETUPYIOT B KPoBOTOK Tepysomazmud (1II1), ocHoBHO# MembcomepRarumii
6estok ChIBOPOTKH KpoBH [1]. Menpb siBiisieTcst CTPYKTYPHBIM M KATAJIUTHIECKAM KO-(haKTOPOM
JKU3HEHHO BaKHBIX (bepMeHTOB. Be3onacHblil mepeHoc Mein 3 BHEKJIETOYHOT'O MPOCTPAHCTBA
K MecTaM (hOPMUPOBAHUS KYITPOIH3UMOB OCYIIECTBIISIET CHCTEMa OEJTKOB, B KOTOPOil UMIIOPTED
mveun CTR1, menp-rpancriioptaas AT®aza ATP7B u LI sBisitorcest 1ieHTpabHBIMU Y IaCTH-
kamu. Jlucbasianc Meim IPpUBOJIUT K PA3BUTHUIO PAa3HBIX 3a00/IeBaHUI.

UccnenoBanne MOCBAIIEHO U3YYEHUIO BJIUSAHUS BBICOKOKAJOPUITHON JMETHI HA METaO0U3M
Mequ B medeHn n 72KT y »KWUBOTHBIX ¢ MeHETHYECKH OOYCJIOBJIEHHBIM JUCTOMEOCTA30M ME/IN.
OHO BBINIOJTHEHO HA T'ETEPO3UTOTHBIX MBIIIAX (Atp7b+/ ) muauun C57BL ¢ HapyiieHHBIM Te-
HoMm ATPT7B (ren 6osesnn Busbcona), cosepKaBImxcsi Ha BBICOKOKAJIOPHUIHOM JleTe B Tede-
nue 128 mmeit. T'pymmoit cpaBuenns ciryzxmin Mpimm gukoro tuma (WT) u Atp7b™/" mbimmm,
coJieprKaBIlnecss Ha cTaHJIapTHON juere. B kadectBe Kpurepusi onenku coctosgaus 2KT wmc-
MI0JTH30BAJIN BEJIMINHY YUCTIa KJIETOK Ha €IIMHUILY IIJIOMAIN Ha OKPAIIEeHHOM I'MCTOJIOTITIeCKOM
cpese. Y MblIlleil CpaBHUBAJIN JIMHAMUKY U3MEHEHHUs MacChl TeJla, U3MePSIN COojlepyKaHne TIIio-
KO3bI, HHCY/INHA, TPUAIUITNIAIEPUIOB, 00Iero xosaecrepoa, ceasannoro ¢ JITIBIT u JITTHII,
KOHIIEHTPAITNIO O0IIIeil MeJin, cojepKaHue OKCHIA3HOro m mMmmyHopeakTuBHOrOo IIIT m3meps-
JII COOTBETCTBEHHO KojiopuMerpuiyeckuMm n WB-ananusom. B obpasnax nedenn n 6emnoit 2KT
(MOKOYKHON U BUCIIEPAJIbHOI) onpeensan cogepxkanue meau u Merogom OT-TIIIP B peasb-
HOM BPEeMeHU N3MePSIN KOHIIEHTPAITNIO 3PEJIbIX TPAHCKPUIITOB NeHOB MeTabOTMIECKOI CUCTEMBI
meau (CTR1, ATP7A, ATP7B, Cp, Meraioruonenn-1).

[Tokazano, 4TO BBICOKOKAJIOpPUiiHASA JIMe€Ta He BbI3bIBAET JOCTOBEPHOT'O YBEJIUYEHUST MACCHI
Tena, HO Macca KT n obbeM aJunonuToB yBeJIMYUBAIOTCSA B HECKOIBKO pa3. duddepentu-
ajlbHasg OKPaCKa T'MCTOJIOIMYECKUX CPE30B IE€YeHH BbIABUJIA IPU3HAKU YKUPOBOM JHCTpodun
reraTolnnuTOB U MPU3HAKN EPUCHHYCOUIABHOIO Kojutarenosa. OCHOBHBIE MTOKA3ATE/N JIUITH/]I-
HOro obMeHa He m3MeHsmch. Y Mbimeit WT u Atp7b™/" nabimoain BbIpaskeHHbIE H3MeHe-
HUs YTJIEBOJIHOT'O OOMEHA, U TOBBINIEHNE YPOBHS KCIIPECCUU PACCMATPUBAEMBIX I'€HOB. Y MbI-
mreit Atp7bt/ 9T n3MeHenust GbIM cymecTBeHHee. B 0GCYIKIEHIN PACCMATPUBAECTCS CBH3b
MEXKJTy HapyIIEHHBIM MEeTaDOJIM3MOM MEJIU U U3MEHEHUSAMU, BHI3BAHHBIMU YBEJIUIECHUEM 00be-
Ma KMPOBOU TKaHMU.
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