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Bonesnr Bunbcona-KonoBanoBa — peakoe ayTOCOMHO-pEIlCCCHBHOE 3a0oieBaHue, 00yCIOBICHHOE
HapyIIeHHEM MeTaboIu3Ma MeIu B opranusmMe. [latorenes 3a0oneBanus CBSI3aH C MyTaIMsIMU B TeHE
ATP7B, xommpyromeMm Memb-Tpancrnoprupyionryro AT®azy. CyliecTByIone KIETOUYHBIE MOJIETH
OTpaHUYECHBI TCHETHUECKOI HECTAaOMIBHOCTBIO M HU3KOH Iposudepanueil. Mosens Ha 0CHOBE KJICTOK
ne(UHUTHBHOU PHIOAEPMBI ([ID) MOXKET yCTpaHUTH ITH OTpaHHYCHUS, YIPOCTUTH U YICIICBHUTH
uccie0BaHue OOJIe3HH.

Lempio paboTel sBIsIeTCS pa3paboTKa in Vitro MOIENW Ha OCHOBE KIIETOK denoBeueckoit /10,
MOJTYYSHHBIX U3 WHAYIIMPOBAHHBIX TTIOPUIIOTEHTHBIX cTBONOBBIX KileToK (MITCK), nns uccnenoBanus
narorenesa 0omne3nn Bribcona-KoHoBamoBa 1 morncka HOBBIX METOIOB MEANKAMEHTO3HOTO JICUCHUSI.
[Iponecc coznanus moxpenu BKmodat: 1) nudpdepennuposky MIICK B npucyTcTBHM akTHBHHA A 1
CHIR99021; 2) MozemupoBaHue Meperpy3Kn MeIIbIO Ty TeM JT00aBICHUS SK30TeHHON METH B POCTOBYIO
cpeny; 3) OLIEHKY OTHOCHUTENIBHOI BEDKHBAEMOCTH KIIETOK € IIOMOIIBI0 Kpacutens Alamar Blue.
Krnetku /1D 1eMOHCTpUPOBAIU XapaKTEePHBIH PEHOTHIT U KcTIpeccupoBaiiu Mmapkepbl SOX17, FOXA2
n ATP7B. IlonyueHHass MOAENb JIEMOHCTPUPOBAJIa YyBCTBUTEIBHOCTh K TEpErpy3ke 3K30TeHHOU
MEIBIO C IC50 - 197 MxM.

Cosznannas muardopma Ha ocHoBe Kietok J13, monyuennbix u3 UIICK 3mopoBoro goHopa, mo3BOIsIET
MOJIEJIUPOBATh MEPErPy3Ky MEIU in Vitro, UMUTUPYS HapylleHHe ee KJIETOYHOro MeTaboiau3Ma Mpu
6one3nn Bunbcona-KonosanoBa. Mozens mpeogosieBacT OrpaHudeHIS IMMOPTAIIM30BaHHBIX KYJIBTYD,
U TIEPBUYHEIX, a Takxke audpepennnpoBannbix u3 UIICK, rematormroB. OgHako HEMOTHAS 3pEIOCTh
kietok J[D ocraercs orpaHudeHueM. bymymume mccienoBaHMS MOTYT BKJIIOYATh HCIOIB30BAHHE
3D cucrteM KO-KyJIbTHMBUPOBAaHHUS JUIsl MOBBILIEHUS 3PEJIOCTH U MOAETUPOBAHUS MEKKIETOYHOIO
B3aUMOJICICTBUS Pa3INUHBIX THUIIOB KJICTOK B IICUCHH.
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