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KoHdepeHUUA No opdaHHbIM U AETCKUM
SHOOKPWHHBLIM 3aboneBaHMAM

JHAOKpPUHHAaA opdaHeTUKA:
AOCTUXXEHUSA U NepcneKTUBbI
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BBEONEHUE.
[1na onpeneneHna TakTUKKU BegeHUsa naumMeHToB C Y3NOoBbIMU NOpaXXeHUAMU LWTOBUOHOW Xenes3bl B
nocrieonepaumoHHOM rnepuoae KIMHUYeCKoMy crieymanmncty Heobxoanm TOYHbIN pe3ynbTaT
MOPdOSIOrM4YeCcKoro nccrieaoBaHms onepaumoHHoro matepuana. OgHako y aeten u nogpocTKOB AMArHOCTUKa
y3/0BbIX 0Opa3oBaHUN LLIMTOBUOHOW Xerne3bl B psae cliydaeB Bbl3bIBAET OornpeaAesieHHbIE CMOXHOCTU. Tak, Y
naymeHToB ¢ DICER1 cuHOpoMOM MOXET HabnoaaTbCsd MHOroy3noBOW XapakTep nopaxXeHus, U3MeHEHUS
A0ep TUPOLUUTOB, NOABMEHUE NANUNNAPHBIX CTPYKTYP N Apyrne ocobeHHOCTU. B cBA3KM C 9TUM Yy TaKnx

MNaymMeHToB NOBbILLEH PUCK TNMEPAONarHOCTMKN 3110Ka4€CTBEHHDbIX HOBO_O6E)__a_3OBaHI/II/I}JI/ITOBVI,EI,HOVI XXeJle3bl.
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PE3YJIbTATDI.

[To pe3ynbTaTam PeTPOCNEKTUBHOIO aHannsa yctaHoBrieHo, 4to 169 cnyyaeB (46,4%) Obinun npeacTaBfieHbl
3noka4vyecTtBeHHbIMU obpasoBaHuamMmn, 116 cnydaes (38,3%) - PONNUKYNAPHO-Y3noBon 605e3Hbro, 56 (15,3%) -
nobpokavyeCcTBEHHbIMY 0Opa30BaHUAMM LLIUTOBUOHOW Xeresbl.

[Tpyn atom B 10 13 365 criy4yasax BO3HUKN TPYOHOCTU ANArHOCTUKK, NOTpeObOoBaBLUME NPOBEAEHUA OOMONMHUTESNbHbIX
MeToOoB uccnegosaHud. ['lo pesynstatam MMMYHOTMCTOXUMMNYECKOIO UCCregoBaHNAa N MOJTEKYNAPHO-TreHETUYECKOTO
aHanunsa B 7 n3 10 cny4yaeB Obin anarHoctmposaH DICER1 cuHOpOM, YTO U3MEHWUSTO AanbHEULLYIO TAKTUKY BEOEHUS

nauneHToB.

MHoroysnosowu
Xapakrtep
pocTa C
reTeporeHHbIM
CTPOEHNEM
y3I0B

3AKINIOYEHME.
. CoBpemMeHHasa Krnaccmdukaumss HoBoobpasoBaHuU y aeten un noapoctkoB BO3 He No3BoNAET BblAENMUTb MOPAOSOr

FHLII PO CDI'Ey «HI\/II/ILII 3H,£I,OKpI/IHOJ'IOI'I/II/I» MMH3npaBa Poccun
’r_.r'n

1 o6nema MOPKX OHOFVI‘-IGCKOVI ANArHOCTUKU Y3NOBbLIX OOpa3oBaHUMN

';MATEPI/IAJ'I bl U METOD,I:I

** HO30MOMMYECKY0 eauHULLY. 3HaHNe CTPYKTYPHbIX OCOBEHHOCTEN Y3NoBbIX 00pa3oBaHuii LIMTOBUAHOM enesbl Npu DICER1 cuHapoMe u ero BblaeneHue B OTAENbHYH HO30OMMYECKYIO rpyrny No3BonnT
©  YyNyudWWTb OMArHOCTMKY AaHHOro 3aboneBaHnsa. 3To MOXET CNOCOOCTBOBaTbL ONTUMMU3ALUMN JIEYEHUS N OaNbHENLIEro BeAeHWs1 Takux NalMeHTOB.
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gMTOBMgHou Xenesbl y aeTen u NOOPOCTKOB.
- N

lccnepoBaHue npoBeaeHo Ha onepaunoHHOM MmaTtepuarne 365 nauyneHToB B Bo3pacTte oT 0 o 17 net, npowieamnx
KoMnrekcHoe obcnenoBaHue n onepupoBaHHbix B [ HLU PO OI'bY «HMWL SnpgokpuHonorun» MunHsgpaBsa Poccumn B nepuog ¢
aHBaps 2020 roga no gekabpb 2023 roga. [MpoBeaeHo conoctaBrieHne KNMHUKO-aHaMHECTUYECKUX, NadbopaTopHbIX,
MHCTPYMEHTAarIbHbIX METOA0B UCCegoBaHNA U NAaTOMOPAOSIONMYECKOro AnarHo3a co CTPYKTYPHbIMU OCOOEHHOCTAMM Y3110B
LLITOBNAOHOW XKeneabl. B cCOMHUTENbHbIX cny4yasax Obifio BbINOSIHEHO AOMNOMTHUTENBHOE NMMYHOIMMCTOXMMUNYECKOE NUCCcregoBaHmne
N MOJIEKYNAPHO-TreEHETUYECKNIN aHanuns3 C Lernbi Noucka repMmHanbHbIX MyTaLnn.

[ eTepOoreHHOCTb CTPOEHNA U
Bblpa)eHHasa donbpo3Hasa Kancyna
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Ctpyktypa 6enka DICER1 c
yKa3aHMEM MONOXeHUN
3apPermcTpupoBaHHbIX MyTaL K

[ eTeporeHHOCTb CTPOEHUA U
Bblpa)eHHasa donbposHasa Kancyna

HenonHaga nHBasnsa obpasoBaHUA
B COOCTBEHHYIO OUOPO3HYIO
Kancyny

KOHTAKTDI.

nyeckmne nameHeHua wmntosmngHou xenesbl npu DICER1 cnHapome B OTAENBHYIO

[TacTyxoBa [Japua AnekceeBHa,
Pastuhova.dariya@endocrincentr. ru’
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