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BBenenue. lmeercs Ooublioe KOJUYECTBO pPAOOT O BIMSHUM EIUHUYHBIX MYyTallUid
mutoxouapuansHoi JIHK (MtIHK) Ha (GyHKIMOHAIBHOCTHP MHUTOXOHIPUH, HO H3-3a2 BBICOKOU
noasepkeHHocTH MTIHK noBpexIeHusM M HECOBEPIIEHHOMY IIPOLECCY pemapaluy BellnKa
BEPOSITHOCTb BO3HUKHOBEHHUS MHOKECTBEHHBIX ITOBPEXKICHUM MHUTOXOHJPHUAIBHOTO T€HOMa CO
CIIOXKHBIM XapakTepoM BiMsHHS Ha Merabonu3Mm [1]. [TokazaHo, 4TO HapylieHHs MeTaboIu3Ma,
KOTOpBIE MOTYT OBITh CBSI3aHBl M C JOUCHYHKIHMEH MHMTOXOHIPUHN, NPOBOLMPYIOT pa3BUTHE
arepockiiepo3a [2]. MccnemoBanue OHOIHEPreTHUYSCKUX IAPAMETPOB B KJIETKAX C MYyTallUSIMUA
mMT/IHK, mnpoBomupyromue IuCHYHKIHMIO MHTOXOHJIPHHA, a B JalbHEHIIEM | pa3BUTHE
aTepoCKiIepo3a, ¢ y4€TOM TeTepoIia3MUU M KOMIUIEKCHOTO BIIMSHUS MyTallMil UMeeT Ooiblioe
NPaKTHYECKOE 3HAYCHUE B MEUIIMHE [UIs IMAarHOCTHKH U MIPOTHO3UPOBaHUs HapyIueHuii [3].

OcHoBHasi 4YacThb. lccnenoBanusi TPOBOAWINCH HAa IMOPUAHBIX JIMHUSX (LMOpPHU/IB),
MIOJIyYEHHBIX U3 KJIIETOK OCTPOTr0 MOHOIUTapHOTo jeiiko3a THP-1. Mccnenyemble uOpuiHbIEe TMHUN
oTHyaroTcst OT KieTok THP-1 tompko muToXOoHIpusMu (a ToyHee HAOOPOM W CTENEHBIO
BblpakeHHOcTH  MyTauuii  MTJHK), mnomyuyeHHbIMM 0T J0Jel ¢ AMAarHOCTMPOBAHHBIM
aTepPOCKIIEPO30M.

JUis u3y4yeHHs BO3MOXKHBIX M3MEHEHUHM KIETOYHOro MeTaboju3Ma ObUIM BBIOJHEHbI
UCCIICIOBaHMsI CKOPOCTH JIeTIeHuUs KieTo. [{iis u3yuenus nepuoa yaBoeHus [4] uccnemnyempie TMHUH
KyJIbTUBUPOBAJIN Ha CTaHAAPTHOM cpele, a Takxke Ha cpeae 0Oe3 100aBieHUs TIIyTaMHUHA U C
n00aBlIEHHEM OJIMTOMHUIIMHA A, sBistromerocss uHruoutopom kommuiekca V. OTL. PesymnbraTs
[OKa3aJld, YTO BCE HCCIEAyEeMble JMHMM XapaKTePU3YIOTCA Pa3JIMYHBIMU IMOTPEOHOCTSIMU B
rJlyTaMMHE U OTBETaMM Ha BHeceHHe osinroMunvHa A. Tak, yacTb UMOPHUIHBIX JIMHUK UMeIa
HE3HAUUTEJIbHOE YBEJIIMYEHNE BPEMEHH yJIBOCHHUS Ha cpele 0e3 TIyTaMHHa, B TO BpeMsl Kak apyras
4acTh I10Ka3aJia BHICOKYI0 OTPEOHOCTh B 3TOM COEMHEHHUH, UTO TOBOPUT O BaXKHOM POJIU ITyTaAMHUHA
B JHEpPreTuyeckoM oOMeHe Kak cyOctparta ans cuHte3a AT®. YcraHoBieHa mpsiMas KOppemnsuus
Mex Iy myTaruent 2 cyoseauaubl komruiekca | DTL[ m.5178C>A u xynbTUBHpPOBAHWEM Ha CpeJie
6e3 rimyramuHa. OHaKo J00aBlieHHE OJIMTOMUIIMHA A MPUBENIO K PEe3KOMY YBEIMYEHUIO Nepuojia
YABOEHHS BO BCeX LUOpUIAX, YTO TIIOKa3bIBA€T HEOOXOAMMOCTh (PYHKIMOHUPOBAaHUS BCEX
komruiekcoB DTL], He3aBuCcHMO OT crioco0a MOTyYeHHs SHEPTHH.

Jlnsg oneHKM BKJIaJa OKHMCIUTENbHOTO (ocdopuivpoBanus B mnpoaykuuio AT Obuin
MIPOBE/IEHBl PECIMPOMETPUUYECKHE HCCIEIOBAHUS CKOPOCTH IMOTPEOIeHUsT KJIETKaMH KHUCIOPOAA.
Pe3ynbTaThl sKCIIEpMEHTa IMOKa3alli, YTO BO BCEX UCCIIEYEMbIX IIMOPUAHBIX IMHUSAX OTHOCUTENIBHO
HeOouiblIas yacTh AbIXaHUS cBsi3aHa ¢ cuHTe30M AT®. BrlsiBieHo, 4TO JIbIXaHHUE TOCIE BHECEHUs
omuromuninHa A koppemupyet ¢ myranueil TPHK m.12315G>A. Takas 0ocoOOeHHOCTh XapaKTepHa
U1l KJIETOK, B KOTOPBIX OCHOBHBIM IyTeM cuHTe3a AT® sBisieTcs IIMKoIu3.

Jns  omnpeneneHuss  BHYTPHUKJIETOYHOro  PH  HCmonb30Baid  paTHOMETPUUECKHIM
¢dnyopecuentHsiit 3051 SNARF-1. [TonyueHHble JaHHbBIE TOKA3bIBAIOT MOHWKEHHYIO KUCIOTHOCTb
LIMTO30JIU MO CpaBHEHMIO ¢ KieTkamu [HP-1. BrisiBneHa nmonoxxurenabHast KOppesius ¢ MyTaluei
rena pPHK del652 mT/IHK.

Jns omnpeneneHuss KOHLEHTPALMM JIaKTaTa B KyJIbTYPAJIbHON JKUAKOCTU TNPUMEHSIIH
(bepMeHTaTUBHBINA KOJOPUMETPUUYECKHI METO/1, OCHOBaHHBIN Ha peakiuu TpuHaepa. BreiscHunocs,
YTO BO BCEX IMOPHUIHBIX JIUHUAX MIPOIYKIIHS JIaKTaTa HE OoJibie, yem kieTkamu | HP-1.

[Tpon3BeneHHble WCCIENOBaHUA JIMHUH LUOPUAOB TIOKa3adu OOJBIIYIO pasHHUIy B
MeTabonMueckux mnapaMmerpax kieTku. OmnpeneneHue nepuoia YABOCHHUS BBIIBUIO JMHHUM, JUIS



KOTOpBIX TJIyTaMUH SIBJISIETCS Ba)KHBIM YYaCTHHUKOM IIpolecca karabonusma. I[IpoBeneHHble
pECUPOMETPUUYECKHIE UCCIIEIOBAHUS TTOKA3aIM, YTO B TIIMKOIUTHUYECKUX KJIETKaX JUIsl HOpMaJbHOM
KHU3HEICATeNIbHOCTH Takke Heobxoaumo wucnpaBHoe ¢yHkiuonupoanue OTL. Ompenenenue
BHYTPUKJIETOUHOTO PH M KOHLEHTpauuu JakraTa B KyJbTypaJlbHOW cpele IMOoKa3alo, 4TO
uccienyeMble IUOpUAHBIE JIMHUM XapaKTePU3YIOTCS MEHbIIEeH KHCIOTHOCTHIO IIUTO30JIM H
MPOAYKLHUEH JaKTaTa, 4TO TOBOPHUT O MPOUCXOASIINX CIABUTAX META00IMYECKOTO TPOQHIIS.

BeiBoabl. lccnenoBaHbl METa0OMMYECKUE XAPAKTEPUCTUKH [UOPHIHBIX JIMHUA U
ONpPEACIICHO BIMSHHUE OTIENbHBIX MyTauuii wmuToxonapuanbHo JHK. Beiseaeno, dto
aCCOIMUPOBAHHEIE C aTepockiiepo3oM moBpexaeHuss MT/IHK cmemaror merabonudeckuii mpoduib
KJICTOK B CTOPOHY TJIMKOJIM3a, YTO XapaKTEePHO JIJIsl aTeporeHHOro 3¢ dexTa.
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