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VII HAYYHO-NPAKTUYECKAA KOHOEPEHLMA CTYOEHTOB M MONOAbIX YHEHbLIX « CTYAEHUKUHCKUE YTEHUS»
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"HaumoHanbHbI MEAVWLMHCKUIA UCCreaoBaTeNbCKUA LEHTP
30opoBbs geter MunHsgpasa Poccun, Mocksa, Poccus;
MepBblii MOCKOBCKMI rocyaapCTBEHHbIA MeQULIMHCKUIA
yHuepcuteT nmenn N.M. CeueHosa MuHsgpasa Poccumn
(CeyveHosckumn YHusepcutet), Mocksa, Poccus

KnroueBble cnoBa: demu; nepguyHasi yunuapHas
OucKuHe3usi; HympumuseHbili cmamyc; duazHocmuka

AxTyaabHoOCThb. [lepBuuHas nuiamapHas OUCKUHE3US
(ITI ) — nacnencTBeHHOE 3a00JIeBaHKE, XapaKTepHU3yIOIIeecs
BpPOXIEHHBIM HapyllleHHEeM MYKOLMIMAPHOTO KIUpPEHCa BCie-
cTBHE Je(PEKTOB CTPYKTYPhI PECHUYEK MEPIATEILHOTO SIHTEIHS
W KTYTHKOB Pa3JINYHBIX KIJIETOK, YTO MPHBOIAMUT K XPOHUIECKUM
MHQPEKIHSIM BIXaTeIbHBIX MyTel, GOpMUPOBaHUIO OPOHXOIKTA-
30B, CHIDKEHUIO (DYHKIUH JETKUX, CHHYCHTaM, a TaKkKe HapyLIeHU-
SIM CIIyXa BCJEJICTBUE pelANBHUPYIOINX OTUTOB. Kiaccuueckoit
¢dopmoii [T/ sBnsercst cunapom Kaprarenepa. HenocrarouHocTs
nuTanus y 60ibHbIX ¢ [T/l MoxeT OBbITh Kak CIIEICTBHEM XpPO-
HUYECKOTO OPOHXONETOYHOTO MpoIIecca, Tak H (PaKTOpOM, YCyTy-
OmstrouM TedeHue 0ose3nu. OreHka HyTPUTHBHOTO CTaryca —
Ba)KHAs 4YacTh HaOMoneHus u geuenus nereit ¢ I, oqHako ta
npo0JiemMa 4acTo HEAOOICHUBACTCS, YTO BEAET K IMO3/IHEH IMarHo-
cruke. Heab: onpenenuTs M3MEHEHUS MUILEBOTO CTaTyca y JeTei
¢ [IIJI 1 BBIABUTH B3aUMOCBSA3b MEXAY MUTAaHUEM U (DyHKLIUEH
BHEIITHETO JAbIXaHUsL.

Marepuaisl u MetToabl. O0cie1oBaHbI 25 neTei ¢ MOATBEePK-
néuneiM auarHo3oM III1J] B Bo3pacte 1-17 ner, HaxoauBIINXCA
Ha JICYCHUU B MYJIEMOHOJIOTHYECKOM OTAeeHUH. Jlnarnos3 noj-
TBepkIaiIu ¢ ucronb3oBanueM mkaisl PICADAR, Mukpocko-
Uy OuornTara ¢ OIEHKOH MOABMXHOCTH PECHUYEK, KOMITBIOTEp-
HOH ToMOrpaduu U MOJIEKYIISIPHO-TeHeTHYEeCKOTo aHam3a. [Ipo-
BOJIMIJIACH OLIEHKA IMOKa3aTeNell (pyHKIMH BHEIIHErO IbIXaHHS
(®XKEJI, ODB1, % 0T BOMKHOI0) M aHTPOIOMETPUIECKUX AaH-
HBIX ¢ pacuéroM uHAekcoB BAZ (MMT/Bo3pact) u HAZ (poct/
Bo3pacT). Craructuyeckast 00OpaboTKa BKIItOUaia pacyér Meana-
Hbl (Me) u xBapruneit [Q1; Q3].

Pe3ynbrarel. Menuana Bo3pacta 00IbHBIX — 12 JieT (Majb-
yuku — 12; neBouku — 13). Me BAZ —0,15 [-1,08; 0,28],
Me HAZ 0 [0,8; 0,34], 94TO COOTBETCTByEeT HOPMAJILHOMY (H-
3U4ECKOMY Pa3BUTHIO y OONBIIMHCTBA JETe, OMHAKO Y 7 00ib-
HBIX ObLIa BHISIBJICHA TEHJICHIUS K AeUIMTy Macchl Tena, y 1 pe-
6&nka — oxupenue (BAZ > 2). 5 GoapHBIM HE IPOBOIMIACH
olleHKa (D)YHKIMU BHEITHETO IBIXaHHs M3-3a PaHHEro BO3pacrTa.
Me ®XEJT 92%/1 [80; 98], Me ODB1 86%/1 [75,5; 100], uTo yxa-
3bIBAaCT Ha COXPAaHHYIO QyHKIMIO JETKHUX; Y 5 neTeit Obl1o oTMe-
yeHo cHikeHue < 80%/1.

3akmouenne. [111]] conpoBoxgaercss XpOHHUECKUM BOCIIA-
JIUTENILHBIM IIPOLIECCOM, ITOITOMY OTKJIOHEHHS HyTPUTHUBHOTO CTa-
Tyca — KakK Je(UIHT, TaK U N30BITOK MACCHI TeJla — MOTYT He-
OJIArONpPUSATHO BIUATH Ha (PYHKIIUIO JIETKUX U TEUCHUE OOJIC3HU.
Perynspnas oneHka Gpu3nIecKkoro pa3BUTH JODKHA OBITH HEOTh-
emsieMoit yacteio BeneHus aetreit ¢ I1LJ] s cBoeBpeMeHHOi Kop-
PEKIMHU MUTaHKUS ¥ TPOQUIAKTHKY POTPECCUPOBAHHUS JIBIXATEb-
HOW HE0CTaTOYHOCTH.
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