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KJIETOUHAA MOJEJIb XOPEW 'EHI' TUHI TOHA

Xopesa I'enrtunrrona — oxHo u3 10 HelpoaereHepaTUBHBIX 3a00JI€BaHMM, CBSI3aHHBIX C
HAaKOIJICHUEM B KJIETKE OEJIKOB C JAJIMHHBIMM MOJUTITYTaAMHUHOBBIMHU I10OCIEI0BATEIBHOCTIMHU. JTO
HacCJIEICTBEHHOE 3a00JieBaHUE, MOpa)kaollee KIETKHM CTpUaTyMa M KOpbl TOJOBHOIO MO3ra,
OTBEYaOIUt 3a JABUraTeJIbHYI0 aKTUBHOCTh M KOTHUTHBHYIO (QyHKUHUIO. CyMTaeTcs, 4To rubenb
HEHPOHOB NpPHU JIaHHOM 3a00JEBAaHMM MPOUCXOAMT IO IYTH aronTo3a, YTO MOATBEP)KIAETCS
¢parmentammeit JIHK, a Taxke KkoHAeHcanued kieTouHoro sapa. bonesns ['eHTHHrTOHA
BbI3bIBaeTCs yuinHeHueM CAQG TpUIJIETHOrO MOBTOPA B MEPBOM 3K30HE N-KOHIIEBOW 4acTH I'eHa,
Koaupytomiero Oenok XaHTUHITHH. B Hopme amuna CAG mnoBropa BapbupyeT oT 6 10 36
TPUIUIETOB, IPY YBEIMUYSHHUN 3TOTO KonmdecTBa Oonee 40 pasBuBaercs 3a0oneBanue. CiencTeueM
HaKOIJICHUsS. AaHOMAJbHO JUIMHHBIX IOBTOPOB TJIyTAMHUHOBBIX OCTAaTKOB B MOJIEKYyJIaX O€JIKOB
SIBJIIETCS arperanys IOCJIEIHUX, CONPOBOXKIAIOIIASCS IOAABIEHUEM IPOLECCOB HOPMAJIBHOTO
(YHKIIMOHMPOBAHUS KJIETOK. JIeHCTBUTENbHO, B TKaHSAX TOJIOBHOIO Mo3ra OOJBHBIX XOpeen
l'enTuHrTOHa HAOMIONAINCh BHYTPUKIETOYHBbIE BKJIIOYEHMS, pACIHOJOKEHHBIE B SOpEe H
LUTOIUIa3Me, Yallle B OKOJIOSIEPHOM 00J1acTH, coieprKaliue MyTaHTHbIN Oeok [1], B To Bpemst Kak
MpU HOPMAJIBLHOW JJIMHE TOJIMTIYyTAMHHOBOTO TPAaKTa TaKWE arperarbl He ObUIM OOHApYy KEHBI.
Takum oOpa3om, arperanuio MyTaHTHOTO O€JIKa MOXHO INpPEICTaBUTh B KaYECTBE MOJIEKYJISIpHOU
OCHOBBI Xopeu ['eHrTunrrona. B cBs3u ¢ 3TUM, OueHb Ba’KHA POJIb MOJIEKYJISPHBIX IIAIEPOHOB, TaK
KaK OHHM peryJupyroT Oelok-OelaKoBble B3aUMOICWCTBUS, OTBEYAIOT 3a IPABUIBHOCTD
KOH(opManuu OeIKOB, 4TO MPUBOAMT K MOJABICHUIO ()OPMHUPOBAHUS HEPACTBOPUMBIX arperatoB U
CHMDKEHHIO TOKCHIHOCTH [2].

Jns uccnenoBaHMs BIMSIHUS IIAIIEPOHOB Ha TNPOTEKaHHE OOJE3HH HYKHO OBLIO CO31aTh
KJICTOYHYI0 MOJEIb JAaHHOTO 3a00JI€BaHMs, B KOTOPOW MOXHO OBLIO OBl IOCTENEHHO MOBBILIATH
YpOBEHb OCHOBHOTO Oenka TersioBoro moka, bTII70, npu uaaykumu ero cuHTe3a. B kauectBe
OCHOBBI JJISI TaKOW MojeNu Oblia BhiOpaHa juHUS HepoOmactoMbl SK-N-SH, Tak kak 3TH KIeTKH
UMEIOT MPAaKTUYECKH HyJEeBOM ypoBeHb 3kcmpeccun cobctBeHHoro BTIL70. [l storo B Hamien
nabopaTopun OblIa TIOJMy4YeHA CTaOWIbHAs KIETOYHAs JWHUA Ha oOcHoBe KieTok SK-N-SH,
tpacHpermpoBanHas reHoM BTIL70 mox koHTponeM HHAYHHOEIHHOTO METAUIOTHOHEHHOBOTO
IIPOMOTOpA ¥ TEHOM YCTOHUMBOCTU K T€HULIMTUHY, 1 OTOOpaHBbI KIOHBI.

Msl npousBenu aHanu3 TpEX mnomydeHHbIX KioHoB: 1C5, 2C5 um 3CS. Kierku KioHOB
oOpabaTeiBaJIn pa3IUYHBIMH KOHIEHTparussMu ZnSO4 st wHaykouun cuHTe3a BTHI70 wu
nonsepranim JICH-ITAAT snextpodope3y U mocieayromeMy HMMYHOOJIOTTHHTY. B pesynbrare
MPOBEAEHHOTO aHaiu3a ObLIO BbIICHEHO, uTo y KioHa 1CS5 mamykumst BTIHI70 nmpu obGpaboTke
ZnSO4 nHe nmpoucxonut, y kinoHa 3C5 Habmonaercs 3ameTHbIN ypoBeHb BTILI70 B KOHTPOJIBHBIX,
He MHIyUHpoBaHHBIX ZnSO4 kieTkax, a kioH 2C5 nemoHcTpupoBan Hapactanue ypoBHst bTIII70
IIPU YBEIMUYEHUH KOHIEHTpauu ZnSO4.

Jis mHaykuun 3abosieBaHUsl ['@HITUHITOHA MBI MCIOJB30BAJIM BPEMEHHYIO TpaHC()EKIHIO
IUIa3MHUaMH, KOAMPYIOIMMH (parMeHThl FeHa XaHTUHITHHA C Pa3IMYHBIM KOJIUYECTBOM OCTaTKOB
rrytamuHa (Q25 n Q103), cuuteie ¢ reHoM 3eneHoro Quryopecuentnoro 6enka (EGFP). Knerku
aHAJTM3UPOBAIIN CITyCTs 72 Yaca mocie TpaHC(HEKIUHN ¢ MOMOIIbI0 KOH(POKaIHHOTO MUKpOCKoma. B
cllydae IKCIpeccHH (parMeHTa IeHa XaHTHHITHHA C MOJIMITIYyTaMHUHOBBIM JIOMEHOM HOpPMaJIbHOM
JUIMHBI OH pacIipefiesieH B KieTke Aup(dy3HO, IPEUMYIIECTBEHHO B IIUTOIUIa3Me, B TO BpeMs Kak
MYTaHTHBII XaHTHHITHH CKJIOHEH K OOpa30BaHMIO HEPAaCTBOPHMBIX arperaTtoB B sAJCpHOW WIH
okozosiepHoi obnactu. [IpuMeneHne nponuanyM Hoauaa, OKpPaIIUBaIOMIETo SIIEPHbI XPOMaTHH,
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MOKa3bIBaeT (parMeHTAIMI0 XPOMAaTHHA B KIIETKE, COJEp)Kalllell BHYTPHUSACPHBIM arperar, yTo
SBIISICTCS KJIACCUYECKUM IPU3HAKOM aronro3a. B To ke BpeMs B KieTKax, TpaHC(pULIUPOBAHHBIX
(parMeHTOM XaHTUHITHHA C 25 OCTaTKaMH TIIyTaMUHA, PaclpeesieHue XpOMaThHa B SIPEe HOCUT
PpaBHOMEPHBIN XapakTep.

W3 Bcero BBIMIECKA3aHHOTO MOXKHO 3aKJIIOYMTh, YTO HAIla MOJENIb OOJE3HH BIIOJHE
anexkBatHa. llenplo panmpHelmel paboOTHI SBISETCA MCCIEJOBAHWE MEXAHHW3MOB 3aIlUTHOIO
neiicreust BTII70 B HellpoaereHepaTUBHBIX 3a00JIEBAHUSX.
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