oTCYTCTBOBANH CNIEPMATO30MIBI H KIETKH CrnepMatorenesa. TIpOM3BONMNOCE HCCIENOBAHHE
rOpMOHOB, 6Honcua Auuek, HccnepoBakHe ACAT B kpoBH H0 H nocie ONEPaTHBHOrO
BOCCTAHOBJIEHMS TIPOXOAHMOCTH CCMABBIHOCAIIUX TYTCH.

pesyavTar: H3 143 naunentoB y 17 BeiABIEHa repMUHATLHAN annasus; y 29 — coueTaHHOe
gecruiomne (0GHAPYIKEHA OCTAHOBKA CMIEPMATOTEHE3a Ha Pa3AMYHBIX CTANMSX H OTCYTCTBHE
NPOXOIHMOCTH  CEMABBIHOCHLLMX MPOTOKOB); y 97 ycTaHOBNE€Ha OOCTPYKLMA CEMABBIHOCAIMX
qyTeil IPH COXPAHEHHOM 10 06pa3oBaHMsA CMIEPMATOIOMIOB CTIEPMATOreHe3e. Ipn atom y 15
MyX4HH  HMEnach ofTypauus CEeMABBIHOCAWIMX NpoTokoB, Y 82 — Habmonanace
HENMpOXOAHMOCTb MPUIATKOB AHueK. BceM nauMeHTam C HOPMANbHBIM CNEPMATOTEHEIOM
BHMONHEHA TUTACTHYECKAsR OMEPALMK, HanpaBlicHHas Ha BOCCTAHOBNCHWE HPOXOAHMOCTH
ceMABHHOCAWMX MyTeH. B pesynbTare onepanuu cnepMaro3onabl oOHapyxeHs y 71 (73,2%)
naunentoB. HMccnenosanne ACAT 10 NUKBHAAUMH OOCTPYKUMH CEMABBIHOCAIUHX MyTeH
BBLISBHJIO MOBBILIEHHOE COACPXKaHHe B KpOBHM Yy 45 mauventoB (46,3%) B cpeaxem o 380+24
mE/mn (Hopma — 1o 75 ME/mM). Y3 71 naumenTa, XoTophiM GbiJia BOCCTAHOBJIEHA NPOXOAUMOCTD
CeMABBIHOCALLHX NPOTOKOB, 10 ONMEpalydu MoBhIMIEHHBIA yposeHs ACAT 6ot oGHapyxeH y 31.
Tpu uccnenosanun ACAT nocne oncpauuy MOBHILIEHHOE €€ COAEPKAHUE BBIABHIOCH THILL Y
22 nauMeHToB, y 9 — oTMeueHo cHipkenue yposisi ACAT 10 HopMansmnix noxasarencH. 22
GONbHBIM MPOBENEHA KOppeKUMA HMMYHHOTO Gecmionua no paspaloranHo#t Ha kadempe
METOMIMKE: JHAOBACKYNAPHOE ynbTpaduonetoBoe obayuenune (YDO) kposu, ¢ nocneayowum 3-
JHEBHBIM Ha3Ha4eHHEM [PEIHH30/I0Ha H 3-XKpaTHBIM nnasModepe3oM.

IpoBeacHHOE NeucHHe npuBeno k cHipkeHHo ACAT 1o ropmst y 17 nauneHToB (B CpeaneM
64+7 ME/Mn), ¥ 3HAYHTENBHOMY CHIXXEHHIO €€ COlepKaHHA B KPOBH — y 5 mauueHTos. [Ipu
3TOM TMOKa3aTeNd CNEPMOrpaMMbl YNYYIIMIMCh 332 CYET BO3pacTaHus MNOJABIDKHOCTH H
YMEHBUICHHS JET€HEPATHBHBIX GOPM CNIEpPMAaTO30HIOB.

Obcyxaenne: Pe3ynbrarsl HCCneNOBaHus CBHACTENLCTBYIOT O HANMYMH ayTOMMMYHHOTO
NPOLECCR ¥ MYKUMH € 06CTpyKIHEH CEMABBIHOCAILMX MyTei, YTO MOATBEPHIAETCA BLICOKHM
conepkanieM ACAT B kpoBu. CHipkenue 10 HopMbl ypoBHi ACAT B KpPOBH Yy 4acTH
NalUHEHTOB [0CAE BOCCTAHOBNEHHA MPOXOXHMOCTH CEMABBLIHOCALIHX TPOTOKOB, BO3MOXHO,
ofBACHAETCA 2X-CTOpOHHeiH CTHKBHAALMEA O6CTPYKLHH H BOCCTaHOB/IEHHEM
FEMaTOTECTHKYISPHOro Oapbepa. IlonydeHHble naHHble NOATBEPXKAAIOT MHEHHE MHOTHX
2BTOPOB 0 6€30T1araTe/ILHOCTH NPHHATHE PEWIEHHS 00 ONepaTHBHOM NeMEeHHH BECNNOANA NPH
06CTPYKUMAX CEMABBIHOCALIMX MyTEH.

3akmodenne: Jing yayyweHWs Ppe3ynsTATOB ONEPATUBHOrO J€YeHWA OOCTPYKTHBHOIO
Gecnnomus HEOOGXOAHMO BHIABEHHE CONYTCTBYIOWIETO ayTOMMMYHHOTO MpoLecca 10 H nocne
BOCCTaHOBNIEHHA (POXONUMOCTH CEMABBIHOCAIMX MyTeH H KOPPEKUHA, HAMpaBN€HHas Ha
HopManusaumio ACAT B kpoBH NalMEHTOB.

YpeckokHble BMEWATENLCTBA IPH MOYeKaMeHHOH 60JIe3HH KaK AIbTEePHATHBA
OTKPBLITHIX ONePalMi # XMCTAHUKHOHHOH JIMTOTPRIICHH

Hyuxun A.5., Cesproxos @.A., Copoxun [T A., Yeboikun A.B., Kapnyxuw H.B., Cesproxosa T.B.
HY3 «lopokHas knunuyeckas 6onbHuua Ha cranumu Copekuit OAO «PX [I». r.H.Hosropon

3a nocnenHee NECATHNETHE KAPAMHATLHO HM3MEHMIIMCH B3MIAAbl Ha TaKTHKY JedeHHs
MoOYekaMeHHOH O60Ne3HH, YTO B TNEPBYI0 O4EpeNb CBA3AHO C BHEAPCHHEM B KIHHHKY
HAOYPOAOrHUECKHMX ¥ MATIOUHBA3UBHBIX TEXHONOrHi.

l'lepcne}n‘uaubm HanNpasliCHXEM B JICYCHHH MOYECKaAMEHHOH 60!1&‘3!!", OCHOBHBIM NMPHHUHIIOM
kotoporo ABNACTCA JOCTHXEHHE MOMTOXHTENbHBIX pe3yasTaToB c NOMOLUBIO
MaNoTpaBMaTHYHBIX HHCTPYMEHTANBHBIX BMENIATE:ILCTB ABNAETCA nepKyTaHHas
Hedponuronanakcus (ITHJI), koTopas Mo cBoel YPHEXTHBHOCTH HE YCTYNaeT TPAXHUMOHHBIM
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