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Kpucrasu rAMHHM MOHTMOPHAOHITY OKa3yIOTh IMO3UTHUBHUN edeKT
IpHu AIKyBaHHI T€HE TUYHHUX MeTabOAIYHUX IIOPYLIEHb y
€KCIIepeEMEHTAABHUX TBapHUH 3 BIATBOPEHOIO y IOKOAIHHI IIaTOAOTIEIO
nedekra reny PAH R408W 3 mopylmeHHaM MeTaboaizaMy Ta oOMiHy
deninananiny. Hamu G6yao crBopeHo aiHito Pahenu?2 mypiB imitTyroumx
xBopux QeHiAKeToHypico. Y IIypiB posBHBasachk Mikporedaaia. [i
JlarHOCTyBaAW 3 BE€HO3HOI KPOBI XBOCTOBOI BEHH TBApPWHU II0 METOLY
FaTpi. Busnayasaca kKoHIeHTpalid d¢eHirasaHIiHy y CHpPOBaTIIi KPOBI.
Byao cTBopeHO 2 rpymnu: eKcliepeMeHTaAbHa i KOHTPoAbHA. Bin XBopux
TBApPUH OTPHUMYBaAM Te€IaTOIUTH IMIYHKII€I0O 3 IIOCAIAYyIOYHM IX
HiPOIIyBaHHSIM Ha ITOXXKHMBHOMY CE€pPeOBHII 3 A0JaBaHHSIM KPUCTAAIB
MoHTMOpPHUAOHITY. Ilicags BiarBopeHHs pnedekTHoro reHy PAH vy
KAITUHHIA KyABTYypi, III0 BiAOyBaeTbCs 3a PaxXyHOK II€peKOoIyBaHHS
KOo(pe pMEHTHOTO MEeHTPY 1 mo0ymoBu TeHy dQeHirnaraHiH - 4—
rigpokcuaa3u ioHamu Fe?*, mnpoBomdTh iX peiMmaaHTalliro 3
IIOCAITY FOYUM YCYHEHHSIM nedekTy  (peHirasaHIHTIAPOKCHUAAZHOI
AKTHUBHOCTI KAITHH HediHKU. KpucTasu MOHTMOPHAOHITY H0O6yDOBYIOTH
e (eKTHUM I'eH 3a JOIIOMOTOIO TOTO III0 HECYTHh y CBOIX IIOpax 3aAUNIKHU
pubo3, i0OHIB MeTaAiB, aTOMIB AeIKUX aMiHOKUCAOT. BOHHM CTUMYAIOIOTH
akTUBHICTh ¢epmenty DA’ mig giero groro  deHirnasaHiH
IIEPETBOPIOETHCS Yy THUPO3UH, aKTHUBHICTE reHy PAH pgocarae 99%.
PiBenp deHirnasaHiHA 3HUKYETbCA 10 3-6%. Y migmocAigHUX UIIypiB
yepe3 S AHIB MHiCAS IPOBEAEHHI MPOLEAYPH peiMIaaHTAallli OBHICTIO
BiJHOBHAACh AKTHUBHICTH (PeHiraAaHIHTIAPOKCHAA3HU i HOpMaailyBaBcd
piBeHb (peHirasaHiHy y CHUpOBATI KpOBi, IO BiAOyAoCsa y pe3yAbTarTi
IIPOHUKHEHHI aTOMiB 3aaiza Ta pubo3u B nedeKTHUH reH, 100yI0BU Ta
ekcrpecii [JHK remarouuTiB, akTuBalii KOQEpPMEHTHOIO IIEHTPY
depmMeHTY QeHiraraHIHTIAPOKCHAA3M XBOPOi TBapWHU. Y TeHOMI
TpaHCOPMOBAaHUX KAITHH Oyaa BHdABA€Ha cTaliabHa iHTerpallia Ta
edpekTBHA TpaHcKpunuia reHy @A, [daHi imMyHOOAOTIHTY i3
crieruiyHOI0 1O BinHOoIeHHI0O 10 PAIT aHTHUCHPOBATKU BHIBUAU
HasBHICTHL iMyHopeakTuBHOro Imnporeiny PAI. VY xkaitmHax Oyaa
3apeecTpoBaHa MTePUH-3aAekHa akKTUuBHICTh PAI, gka mocdaraa 95 %
Bin akTuBHOCTI PAI' y KOHTPOABHIHN rpymi. KAITHHHI €KCTPaKTH KAITHH
rernaToMu HIypiB MaAH depMeHTAaTUBHY  aKTHUBHICTD DAT,
3apeecTpoBaHy in situ II0 MOXKAMBOCTI mepeBony ¢eHiraraHiHYy Y
TUpo3uH. Ha 1e#fi MeTon II0 KOpPpeKIii reHeTHYHUX XBOPOO oOMiHy
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PEYOBHH, B YaCTHOCTI (peHiAKeTOHYpii MOKAamaroThCd BEAUKI Hamil Tak
dK IIe¥ MeTo He MoTpebye XipypridyHOTO BTPYyJaHHS.
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