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benopycckuii 2cocyoapcmeennwiii meouyunckuii ynusepcumem, 2. Munck

AKTyanbHOCTh. PepMEHTONATUN SBISIOTCS OJHUMH M3 Hamboliee To0albHBIX BOMPOCOB
MEAUIMHCKOW TreHeTuku. HacnemoBanue 4daiie CHEMIEHO C  ONPENelIeHHONM pacoil  win
HalMOHAJIbHOCThI0. Oc000€ BHUMaHUE YAEISETCS PUCKY Pa3BUTUS SH3MMONATHM B CMEIIAHHBIX
Opakax. Jlebumur rIrOK03a-6-PocdaT-neruaporeHaspl, aabACTUIICTHPOTeHAa3bl 2, JaKTa3Has
HEIOCTaTOYHOCTh MPOCIIEKHUBAIOTCSA B KAUECTBE MPUYMH HETIEPEHOCUMOCTH OOJBIIOTO KOJIUYECTBA
JIEKaPCTBEHHBIX CPEICTB U ITHOJOTHYECKOro (akTopa psijaa 3ab0ieBaHMii: TUIIOXPOMHAS aHEMMS,
TUIOKCHSI, paK MUILEBOAA.

Leab: onpenaenuTs COCTOSIHUE, POJIb U HANUYUE (PEPMEHTOB JIAKTa3bl B OPraHU3MeE JIIOJICH,
[IPEpPacloiIOkKEHHBIX K  SH3UMONATHsAM. BbLIETUTP  BO3MOXKHOCTD  KOPPEJALMHM  ATHUX
dbepMeHTOnaTHil ¢ MOMOIIBIO JIEKAPCTBEHHBIX CPE/ICTB.

Marepunan u meroabl. B uccinenoBanue ObUo BKIIOUEHO 87 yelnoBeKa, pPOAMBILUXCS B
HAI[MOHAJILHO CMEIIAHHBIX Opakax. Y 65 u3 Hux ObU1 ycTaHOBIEH nonuMopdusm, y 11 uamMenenus B
(epMEHTATUBHBIX cHCTeMaxX He ObutM OOHapy>keHbl. CpelHUN BO3pacT OOCIICIOBAaHHBIX COCTABUII
26,25 ner, u3 HUX MyX4uH ObUIO 49, KonmuuecTBO >keHIMH - 38. Cpennuit UMT o6cnenoBaHHbIX
coctaBui 23,56 +4,16.

Hanwnuue myrtanuu A143G (A1048G) B rene ADHIB (ADH1C) usyvanu B rpynme 1 (44
yesioBeKa); akTUBHOCTh ['6M /1 in Vitro u3y4anu B BEeHO3HOM KPOBH U OYKKaJIbHOM SIUTEIINH B TPYIIIC
2 (31 gyenomek). Bastue uenbHoi kpoBu (¢ DTA) ans onpenenaeHus JaKkTa3HON HEAOCTATOYHOCTH
o reny MCM6 niposoaniu merogom TP y rpynmet 3 (12 yenosek).

Pe3yabTaThl M uX o0cy:xkaenue. 1 rpynma: B pesynbrare aHanuza monuMopdusmMa reHoB
AJIJII'2 B opranuszme oOHapy»keHa HU3Kas pepMeHTHasi akTUBHOCTb (94%), UTO CBUAECTEILCTBYET O
HU3KOH (h()EeKTUBHOCTH MPUMEHEHUS HUTPOTNUIEpHHA. [IUTenpHOe HAKOIUICHHE alleTallberu/ia
MOKET NPUBECTH K PA3BUTHIO AJKOTOJIBHBIX IICHX030B, LUppO3a IMEYEHU M paka MHUIIEBOJA.
buoakTuBanys HUTPOINIMIIEPUHA CBsi3aHA C JOCTATOYHBIM KOJMYECTBOM MHUTOXOHJIPUATBHOM
AJIJII'2, 9TO cTAaBUT MOJ BOIPOC AKTyaJbHOCTh €r0 NPUMEHEHHUS Y JIOAEH, UMEIOIIUX a3uaTCKue
KOPHH WJIM pPOJUBIIMXCS B CMEIIAaHHBIX Opakax. JledicTBue wu3ocopOMIa MOHOHUTpATA,
AKTUBUPYIOIIETOCS MO AeiicTBUEeM 1TuTo301bHONU AJIJII'1, mo3BoIsIeT 000UTH MEXaHU3MBI ITepeadn
npenapara depe3 AJIJII'2, TemM caMbIM BbI3bIBasl NMPSAMYIO Ba30JMJIATAllMIO0, CHI)KEHHE YpPOBHS
TUIIOKCUU U OJIOKUPYS aKTUBHOCTb PAKOBBIX KJIETOK, KOTOphIE Ipu nonuMopdusme AJIAI2 Biustor
Ha KaHIIEpOT€HEe3 JKeMy/IKa, BbI3BaHHBIN ajnkorojeM. 2 rpynna: Ananus ['6dD /] sputpouToB nokaszan
PE3KHIl HeJOCTATOK TAaHHOTO (hepMEHTA, KOTOPBIN ABJSETCS KIIIOUEBBIM B IEHT030(OC(HATHOM My TH.
[IpemapaTsl, oOycnaBiuBalONIfe TEeMOJU3 y MalnueHTOB ¢ aedurutoM [-6-DJI: aHanmpreTukw,
CyJb(haHUIaMH/Ibl, TPOTUBOMAJISIPUITHBIE, - BBI3BIBAIOT OKUCIUTEIHLHOE TIOBPEXKIEHNUE SPUTPOLIUTOB,
YTO SBIIETCS OSTHUOJOTHYECKUM (HaKTOPOM TeMOTUTHYECKMX aHeMui. 3 rpymma: Pe3ynbTaTsl
MOKa3aJiM, YTO JIAKTa3Has HEJIOCTAaTOYHOCTh BBIsIBICHA y 89% 0O0CIEeNOBaHHBIX, YTO BHIIIE
CPETHEMHUPOBOTO YPOBHsI, TaK KaK BbIOOpKa ObLIa WCKIIOYUTENHHO W3 JIOJIEH, POAMBIIUXCS B
cMellaHHbIX Opakax. Jlakto3a, mpuMmeHsemas (papmaleBTHUeCKONH MPOMBINIIIEHHOCTBIO B KaUueCTBE
apomaru3aTopa, pa3daButens u (popMooOpa3yroILero BCIIOMOIaTebHOTO BEIIECTBA, BBI3BIBACT Y
JIOJIEH, cTpaaloluX €€ HEeMEepeHOCUMOCThI0, 00JIeBOM CUHIIPOM B KUBOTE, KOTOPBIM KynupyeTcs
ruapaTainueii, nepeIuBaHuEM KPOBU U M30eTaHNEM JIEKAPCTBEHHBIX TPUTTEPOB.

BoiBoabl. TakuM 00pa3oM, B UCCIIEAOBAHUAX BBISIBUIN B3aUMOCBSI3b MOJIMMOp(dH3Ma reHOB
Y pHUCKa pa3BUTHUS (DePMEHTOMHAYIMPOBAHHBIX 3a00JIEBaHUN Y JTIOAEH, POJUBIINXCA B CMEIIAHHBIX
Opakax.
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