POCCHCKI BECTHUK [ETCKOM Xvpypran,
MATEP/ATBI VIl Dopyma aeTermx xvpypros Poccim Tom 12 Cneubinycx, 2022 aHeCTeanonorvn 11 peaHMaTonorie

HALL OMbIT 3HAOCKOMUYECKOW NMYHKLMOHHOM
FACTPOCTOMUW Y OETEW

Lbiravok B.H.!, Tpamann A.B.", Cokonos 10.B.2, KonmHko H.H.2,
Koinos 10.10.", Kpusoweenko H.B.2, Maenywwmn M.M.!, TpatornH AA.

' TocynapcteeHHas HoBocubupckas obnactHas KimHuyecKas 6onbHuua, Hosocnbupck, Pocens;
2 HoBocubupckas KMHUYecKan paioHHas 6onbHuua Ne 1, Hosocnbupcek, Poceus

AxtyanbHocTb. ObecneyeHne ahPeKTUBHOMO IHTEPANBHOIO MUTAHWA Y AeTeN C HapYLIeHUEM [NoTaHus
1 TpodmyeCKoro cTaTyca ocTaeTcs BaXKHOW nNpobnemoi B COBPEMEHHOM MeAMLMHE, TaK KaK YMCNO0 TaKuX
60/bHBIX HEeYKNOHHO pacTeT. ONTUManbHLIM METOAOM ANS A0NITOCPOYHOIO 3HTEPAsIbHOM0 KOPMJIEHMUS SiB-
nsetcs ractpoctoMa. Hanbonee yacTo ractpocToMuyeckas TpybKa ycTaHaBnMBaeTCA 3HAOCKOMUYECKUM
cnocobom.

Lienb: oueHnTb pe3ynbTaTbl MPUMEHEHWS 3HAOCKOMMYECKON MYHKLUMOHHOM ractpoctomuu no Russell.

Matepuanbl u Metoabl. B nepuog ¢ 2019 no 2021 r. no MeToaMKe 3HAOCKOMMYECKON MYHKLMOHHOM
ractpoctoMun push-meTogom no Russell npoonepupoBaHo 45 naumeHToB Bo3pacToM oT 2 Mec. Ao 14 ner.
44 naupmenta (97,7 %) Heponormyeckoro npodunsa u 1 (2,3 %) naumeHT ¢ TPaxeonuLLEBOAHBIM CBULLOM
BCNIECTBME INEKTPOXMMMYECKOro 0XKora batapenkon. [nutenbHocTb onepatuBHoro niedenus ot 10 o
20 muH. Pa3Mep ractpoctomMuyeckoit Tpyoku BapbupoBancs ot 12 go 20 Ch. Hauyano aHTepanbHoro KopM-
NeHUs B NepBble CYTKU.

Pesynbtatbl uccnepoBanus. [locneonepaumoHHble 0cnoxHeHns otMedanucb y 5 (11,1 %) nauneHToB:
HarHoeHue nocneonepaumoHHoi paHbl — 2 (4,4 %), Murpauus ractpoctoMuyeckon Tpybkn — 2 (4,4 %),
yTo CBA3aHO C AedeKTamu yxoda Ha [OMY, BHYTPUOPIOLLIHOE KPOBOTEYEHWE W MHEBMOMEPUTOHEYM —
1 (2,2 %). B nocnenHeM cnyyae pebeHKy BbINOSHEHA [MAarHOCTUYECKas NlanapocKonus, APEeHMpOBaHNe
BpIOLLIHOI NOMOCTM C NOCNEAYILLMUM YAaneHneM ApeHaxa Ha 3-u cyTku. CMeHa Ha HU3KOMpOoQUIbHYIO
racTpocToMy npoBoaunach Yepes 6 Mec. B aMbynaTopHbIX YCioBUAX. 3 NauMeHTaM nocse BOCCTaHOB-
NeHUsi rNoTaHNA BblNo NPoU3BeAEHO yaaneHue racTpoCcTOMbl.

BbiBoAbl. IHAOCKONMYECKAA MyHKLMOHHas ractpocTommus no Russell sBnseTcs MUHUManbHO MHBa3MB-
HbIM, TEXHUYECKU NPOCTbIM M HEMPOAOIKMTENbHBIM BMELLIATENIbCTBOM C MUHUMasbHBIMK NOCeonepaLm-
OHHBIMU OC/IOXXHEHMAMU. TaKKe NpenMMyLLecTBOM Nepes TPaAULIMOHHOM racTpOCTOMMEN ABNSETCA paHHee
Hay4ano 3HTepanbHoro nNUTaHus. B otinume ot pull-meTona 3aMeHa Tpybku nNponsBoamMTC aMbynaTopHo
WNKM Ha JoMy. HefocTaTKOM SBASETCS HEBO3MOXHOCTb BbIMOSIHEHUS BMeLLATeNIbCTBa NPU HapyLLEHUM
NPOXOAMMOCTM POTOINOTKM U NULLEBOAA, renaTocnieHoOMeranum, BbIpaXeHHOM acLyTe U OXUPEHUN.

Knwoyeevie cnoea: obecneyeHne 3HTEpanbHOr0 MUTaHMS; 3HAOCKOMMYECKAs MyHKUMOHHAs racTpoCTOMMA Mo
Russell; petn.
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