POCCHCKI BECTHUK [ETCKOM Xvpypran,
IX Mopym aeTckumx xmpypros Poccim Tom 13, Cneubinycx, 2023 GHECTE3VIONON M 11 PEGHIMATONOM AN

AHANIU3 PE3Y/IbTATOB XUPYPITMYECKOI0 JIEHEHUA NMALUEHTOB
C MyKOoBMCLWAO030M

bassutos P.P., l'ypckas A.C., CumoHoBa 0.U., CksopuoBa B.A.,
HakoskuH O.H., Axmeposa [I.M., CynaBko M.A., UrHatoea A.C.,
EkumoBckas E.B., Knenukosa A.A., Kapnyta W.B.

HaumoHanbHbIM Me AMLMHCKWIA UCCeA0BaTeNbCKUIA LEHTpP 30poBbs AeTel, Mockea, Poccus

06ocHoBaHMe. MeKOHMEBbIN UNeyC — KULIEYHAs HeNpoXoAMMOCTb, Bbi3BaHHas 0OCTpYKUMeN Tep-
MWHa/IbHOrO OTAENa NOAB3LOLIHON KULWKM TYCTbIM W BA3KUM MEKOHWEM SIBMISIETCSA CaMblM PaHHUM Kiu-
HWYECKUM MpOSBIEHNEM MyKOBMCLMAO03a M Bo3HMKaeT y 20 % nauueHToB.

Llenb: npoaHanuanpoBaTth pesynbTaThl XMPYPruyecKoro NeYeHns NauMeHToB C MyKOBUCLIMAO30M.

Matepuansbi u Metogbl. 3a nepuog ¢ 2018 no 2023 r. B XMpypru4yeckoM OTAENEHUM HOBOPOXKAEHHbIX
u peten rpynHoro Bospacta ®rAY «HMUL, 3popoBbsa neter» Munsgpaea Poccun nponedeHo 13 nauu-
EHTOB C FeHEeTMYECKW MOATBEPKAEHHBIM AMArHO30M MyKOBUCLMAO03a. [MoKasaHWeM K rocnutanusaumm
B XMPYPru4ecKui CTaLMoHap ABAAN0Ch HaMUMe 3HTEPOCTOMbI. JHTEPOCTOMbI BbIBEAEHBI B CTALMOHApaXx
Mo MeCTY XWUTeNbCTBA MO NOBOAY NePeHeCeHHOro MEKOHMEBOO uneyca. Y 4 nauueHToB paHee npeanpu-
HUManucb besycneLuHble NOMbITKW 3aKPbITUSA 3HTEPOCTOM. BceM naumeHTaM BbIMOAHEHO onepaTUBHOE
NeyeHne No JIMKBMAALMW KULIEYHON CTOMbI C NPUMEHEHWEM pa3paboTaHHOro npea- 1 nocnieonepauu-
OHHOrO NPOTOKONA BefleHUs NaLMEHTOB C MyKOBUCLMA030M. CpeaHuiA recTaLMOHHbIN BO3pacT HOBOPOX-
AeHHbIx coctaBun 38,2 Hep. (36—41 Hep.), cpenHss macca Tena npy poxaenun 3368 r (2550-4250 r).

Pesynbtatbl. Y BCex onepupoBaHHbIX AeTeit obHapyxeHbl MyTauuu B oboux annensx reHa CFIR.
lMoToBble Npobbl ObIM MONOXMTENbHLIMM Yy BCeX AeTeid. CpegHUn CPOK 3aKPbITUS 3HTEPOCTOMBI CO-
ctasun 5 mec. (1-7 Mec.). Y 4 nauneHToB OTMeyanucb nmaTonoruyeckue notepu mno ctoMme (bonee
20-30 mn/Kr - cyT), 4TO ABNANOCL MOKA3aHMEM K CPOYHOMY OMepaTMBHOMY BMeluaTtenbcTy. llaccam
no KT BocctaHaBnmBanca B cpeaHeM Ha 7-e (5—8) mocneonepaumoHHbIe CYTKW. 3HTepasnibHoe nuTa-
HWe HauMHanM B cpefHeM Ha 8-e cyTku nocne onepaunu. OcnoXHeHwit He oTMevanochk. Bce naumeHTbl
HabntogatoTca nynbMoHonoramu u auetonoramu OrAY «HMUL, 3popoBba peteit» Munsgpasa Poccum
CreLmanm3vpyoWwmMMIC Ha NeYeHnn MyKoBUCLMAO03a. B HacToswee BpeMs BCe NauMEHTbl UMEKT pe-
CNMpaTopHbIe CUMMTOMBI, HELOCTaTOYHOCTb MOAXENYAOYHO JKenesbl, B CBA3M C YeM MojyyaloT 3ame-
CTUTENbHYKD QepMeHToTepanmio.

3akuitouenne. [laumeHTaM C MHTPAONepaLMOHHONW AWArHOCTUKOW MEKOHWEBOrO uieyca Heobxoammo
NPOBeAEHNEe reHEeTUYECKOro TECTUPOBAHMA W MOTOBbLIX NP0 471 NOATBEPKAEHUS UK UCKITIOYEHUS MY-
KoBucumao3a. [lpuMeHeHne paspaboTaHHOro NepuonepaLMoHHOro NPOTOKO/a BeleHUs NALMEHTOB C 3HTe-
POCTOMOIA U MYKOBUCLIMA030M M0O3BOSISET UCKIIOYUTL OCNIOXKHEHUS B BULE NOBTOPHBIX 3MM30/0B Wieyca.

Kniouessle cnoea: MeKOHUEBDIN UNEYC; MYKOBUCLMAO03; AETU.
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