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AKTyajbHOCTb. PepMEHTONATUM M HUX pOJIb B MEXAaHM3Max JEHCTBUsA JIEKaPCTBEHHBIX
CPEACTB  SIBIIAIOTCS  aKTyaldbHOM  3ajmadedl  (apmakonoruu. bone3snu  QepmeHTaTUBHON
HEJOCTaTOYHOCTU YaCTO HACICAYIOTCS CLEILNIEHO C OIPENEICHHOM pacod I0AeH WM HX
HalMoHaIbHOCThI0. Oco00e BHMMaHUE NPUBJIEKAIOT PUCKM HUX Pa3BUTHS B CMELIAHHBIX Opakax.
depMeHTONaTUH, OOYCIOBICHHBIE MedUIMTOM WiH HenepeHocumocTeio 6D/, AJIAL 2,
HE/I0CTaTOYHOCTBIO JIAKTa3bl YAaCTO SIBJIAIOTCS 3TUOJOTHYECKUM (PAKTOPOM psijia MATOJOTUH, TaKKX
KaK TMIIOXPOMHAsl aHEMHUsI, paK MUILEBOJA, TUIIOKCHS, a TaKKe IPUUMHON HENEPEHOCUMOCTH psJia
JIEKapCTBEHHBIX CPEICTB.

Heab: onpenenuts cocTosiHue, poib u Hamuuue pepmertoB AJIJIT 2, T6D/II, nakras3sl B
OpraHu3Me JIF0JIeH, IpeapacioNoKeHHbIX K SH3UMOIIATHSIM.

Marepuana u MeToabl. B nccienoBanue 6pu10 BKIIIOYEHO §7 UenoBek B Bozpacte oT 18 mo 43
JIeT, pOJUBIINXCS B HAIIMOHAJIBHO CMEIIAHHBIX Opakax, U3 KOTOPBIX 49 4eIoBEK — 3TO MYXYUHBI U
38 sxeHmmH. Y 76 uccieayeMblx ObUT yCTAaHOBJIEH MOTUMOPH3M TeHOB, y 11 m3MeHeHus B
(epMeHTaTUBHBIX cUCTeMax He OblIM OOHapyeHbl. B KauecTBe KOHTpPOJIS MCIIOJb30BAIUCH
pedepeHTHbIe oKa3aTeIN aKTUBHOCTH (PEPMEHTOB.

OO6cnenyeMble ObUTH pa3/ielieHbl Ha TPYMIbI B COOTBETCTBUU C HAJIMYUEM M aKTUBHOCTHIO
depmenToB: B rpymme 1 (N=44) usyuyanu Hanmuuue mytaiuun Al143G (A1048G) B rene ADHIB
(ADH1C); B rpymme 2 (n=31) - aktuBHOCTH ['6D]J] IN Vitr0 B BEeHO3HO# KpOBH W OYKKAIbHOM
snurenany; B rpynme 3 (N=12) nakraznyro HegoctatogHocTd o reny MCM6 nsydanu meromom TTLP.

PesyabTaTrel M ux o0cyxaenue. B 1 rpynne (n=44) y AJI[AI' 2 ycTtaHoBieHa HM3Kas
(depMeHTaTUBHAs aKTUBHOCTL y 94% oOcnenyemblx K KOHTposto (41 wuyenoek). MoxkHO
NPENOI0KUTh, YTO OHOAKTUBAIMs JIEKAPCTBEHHBIX CPEICTB, KOTOpHIE B3aHMMOAEUCTBYIOT C
MuToxoHapuanbHoil AJI/II 2, Oynet cHuKaThCsl (HUTPOTJIMIIEPUH, 3TUIIOBBIN ajaKoroib). JleiicTBue
n3ocopOua MOHOHUTPATA, aKTUBUPYIOLIETocs MoJ AedcTBreM 1uto3oinsHoi AJI/II 1, mo3Bonser
o0oifTh MexaHU3Mbl mnepexauu npenapata uepes AJIJII' 2, Tem caMbIM BBI3BIBasE NPSMYIO
Ba30/IMJIATALIMIO, CHIDKEHUE YPOBHS TMIOKCHU U OJOKHUPYS aKTUBHOCTb PAaKOBBIX KJIETOK, KOTOpBIE
npu nonumMophuzme AJIJIIT 2 BAMAIOT Ha KaHIEPOTeHEe3 Kelly/Ka, BbI3BaHHBIM ankoroigem. Bo
BTopoii rpymnme (N=31) ananmu3 ['6MDJ] 3pUTPOLMTOB MOKa3ajl BBIPAKEHHBIA HEJOCTATOK TAHHOTO
dbepmenta y 95% obcnenyemMbpix K KOHTPOJIBHBIM 3HAUYECHHSIM, KOTOPBIA SIBIISIETCA KIIOUEBBIM B
neHro3zodocatHom nytu. [Ipenaparsl, 00yciaBiaMBaroIe TEMOIU3 y MAUEHTOB ¢ AeduuuTom I -
6-D/I: aHanpreTHKy, CyabhaHUIAMHIIBI, TPOTHBOMAJSIPUIHBIE, TPOTHBOMUKPOOHBIE - BBI3BIBAIOT
OKHUCJINTEIBHOE IOBPEXKIECHUE JPUTPOLUTOB, UX pa3pyLICHHE, YTO SBISIETCS 3THOJOTMYECKUM
(hakTopoM BPOXKIECHHBIX U MPUOOPETEHHBIX I'eMOJUTHUECKUX aHeMmuid. B 3 rpymme (n=12) Obuia
BBISIBJICHA JIAKTa3Hast HEJOCTATOUYHOCTh Y 92% 00ciieryeMbIX K KOHTPOIIIO, B CBA3H C 3TUM JIeiicTBHE
JIaKTO3bl ycuiuBaeTcs. JlakTynosa, UCHoab3yeMasi B KauecTBE CIIaOUTENIbHOTO CPEJICTBA, U JIAKTO34,
npuMeHsiemas (papMaleBTUYeCKOi MPOMBIIIICHHOCTBIO B KaYeCTBE apoMaTH3aTopa, pa30aBuTels u
(hopMoOOpa3yIoIIEero BCIOMOTaTENbHOIO BEIECTBA, BBI3BIBAIOT Yy JIIOJEH, CTpaJaroliux ee
HEMEepEeHOCUMOCThI0, O0JIEBOI CHHAPOM B XKHMBOTE. 3aMellarolias Tepanusl MpeaCcTaBiIeHa B BHUJE
MpenapaToB, OJIOKUPYIOMINX IEHCTBUE JIAKTO3bI B JIEKAPCTBEHHBIX CPEACTBAX: JaKTa3ap.

BbiBoabl. Takum 00pa3oM, B UCCIIEAOBAHUIX BBISIBIIIM B3aUMOCBSI3b IOJIMMOP(H3Ma T€HOB
U pUCKa pa3BUTHs (DepMEHTOMHAYIIMPOBAHHBIX 3a00JI€BaHU y JII0I€H, pOAUBIINXCS B HAITMOHAIBHO
CMEIIaHHbIX Opakax. B ombiTe He BbIsBIEHA 3aBUCUMOCTb (DEPMEHTHON HEJOCTATOYHOCTHU OT TOJIa.
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