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dIrbyY «HMWU snpokpunHonornmn» Munsgpasa Poccun, Mocksa.

NEPBUYHBINA TMIIEPIIAPATUPEO3 Y JIETEN M IOJAPOCTKOB — AHAJIN3 JTAHHBIX DHIOKAPTBI ®I'BY « HMHUII
YHAOKPUHOJIOTUA» MUH3IPABA POCCHUM B 2020-2022 I'T.

BBEOLEHMUE. MATEPWAIJIbl U METO[bI.

PacnpocTtpaHeHHOCTb nepBuYHOro runepnapatupeosa (MIHTT) B oblien nonynaumu O6bekT uccnegoBanusi — 16 naumento ¢ MIMT (7 manbumkos, 9 aeBoyek) B Bo3pacte oT 0 4o 18 ner.
coctaBnsaeT 1 % 1 BO3HMKaET Yalle y nauueHToB nocrne 55 net, cny4yan 3abonesaHua y AHanus gaHHbIX nposeaeH Ha 01.08.2022.

OETEN KpanHe peaKu U B MMPOBOU NUTepaType AaHHbIX O YacToTe 3aboneBaHUs HET.
ExxeroaHo B IHcTuTyT Aetckon aHgokpuHonorum OIrby «HMWL anpgokpuHonornm»
Mwun3apaBa Poccuum rocnutanmsanpyeTca cBbllle S Thica4y AgeTen 1 NogpoCcTKOB U3 BCEX
permnoHoB Poccuun ¢ pasnmyHbiMy SHOOKPUHHBbIMU 3aborneBaHUAMU, B TOM YMUChE
opdpaHHbIMW.

B anektpoHHoun nctopumn donesum OIrby «HMWLU sHpgokpunHonornmn» Munsgpasa Poccun
paspaboTaHa eanHaa OHOOKAPTA, skntovatowasa getckun permctp MNMITIT ¢ gekadbps
2020 .

PE3YJIbTATDI.

» MeaunaHa Bo3pacTta NOCTaHOBKM AmnarHosa coctasuna 16 net [15; 17];

» 12 peten nmenun akTUBHYIO pasy 3aboneBaHna n 4 geten Haxoaunucb B ctagmum PEMUCCUN;

» Cpean naymeHToB ¢ akTuBHOU dpa3on y 10 geten oTMevyeHo MaHUdeCTHoe TedeHne 3aboneBaHns C NoBbILLEHMEM 0DLLEero Kanbuna bonee 2,8 MMOnb/n, NnopaXXeHnem noYek U/unm KOCTHOU
CUCTEMBbI.

» Msarkoe TevyeHue 3aboneBaHnsa Habnoganocb y 2 AeTewN;

» B aktuBHou pase 3aboneBaHna megmnaHa napatropmoHa mn oollero kanbuuns coctasnsana 306,1 nr/mn [148,0; 561,3] n 2,98 mmonb/n [2,86; 3,06] cooTBETCTBEHHO.

» MonekynapHo-reHeTn4yeckoe uccnegosaHue reHos: MEN, RET, CaSR, CDC73 Ha goonepaloHHOM 3Tane npoBedeHoO BCEM NauueHTam, B 0o4HOM Cly4yaeT BbidB1eH NaToreHHbIW BapuaHT reHa
MEN (c.841delG), myTauun B apyrnux reHax He obHapy»xeHo.

» BceM getam ¢ aktmBHOU dpa3on 3aboneBaHua Oblo nNpoBegeHo onepaTtuBHoeE reyvyeHne ¢ Hopmanusaumen MNITT. o pesynbTatamMm rucTofIorM4eckoro 3aknnyeHna ageHoma ogHoW
okonowmTosnagHou xenesbl (OLLX) BepndunumnposaHa y bonsLlunHCTBa nauneHToB (n=11), atunnyeckasa ageHoma nMmenachb y oaHoro pebeHka, runepnnasms un pak OLLXK He BbIABMEHH!.

3AKJITIOYEHMUE. KOHTAKTDI.
AHanuns 16 gpeten c ININMT nokasan, 4to B 94% cny4aeB 3aboneBaHne HOCUT criopagnyecknn xapaktep U BO3HUKAET B NMNOAPOCTKOBOM BO3pacCTe C MPENMYLLECTBEHHbLIM ggfg'g“z% ggg:ﬂ'*a AnexceeBHa
pa3sutnem conutapHbiX ageHom OLLX (92%). Otmeyanocb maHudgectHoe TedeHue [NITIT (84%) y bonbwinHcTBa geten. [pn onepatMBHOM fie4eHUU BCE NaLMEHTHI vadina.tatyana@endocrincentr.ru

(100%) gocTurnmn pemuccum.




