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MenymnsapHblid pak mutoBuaHOHN kene3bl (MPLLDK) npencraBiseT co6oit HEHPOIHAOKPUHHYIO OITyXO0JIb, 00pa-
3ytomnytocss u3 C-KJIETOK MIUTOBHIHOM >KeJe3bl, KOTOpas MOXKET BO3HUKATh cropagudecku (mpumepHo B 70-80%
CIIy4aeB) WJIM SBISETCS TIaBHOM COCTAaBHOM 4YacThIO HACJEACTBEHHOTO CHHAPOMA MHOXKECTBEHHOM 3HJOKPUHHON
Heorutazuu 2 tuna (MOH-2), cpean KOTOPBIX Yalie quarHoctupyercst BapuanT MOH-2A tuma. B xone KIMHUKO-3-
MUJEMUOIOTUYECKUX UCCIIEIOBAaHUN YCTaHOBJIECHO, U4TO s cuHapoma MOH-2 xapakrepno Hanuune MPIIK kax
MTOCTOSTHHOTO TIPU3HAKA, COYETaHHE KOTOPOTo ¢ (heOXPOMOITUTOMON ¥ MapanliTOBUIHON aJeHOMOW TOATBEPIKIAeT
cuanpom MOH-2A. Leas: pazpaboTaTs alTOPUTM JHATHOCTUKH CEMEWHOW (OPMBI MENY/UIAPHOTO paKa IUTOBU/I-
HOM >KeJe3bl U CHHAPOMa MHOKECTBEHHON YHIOKPUHHON HEOTUTa3uu 2A THIIA y POJCTBEHHUKOB IIEPBOI IMHUU POJI-
CTBa MAIMEHTOB C MEIYJUIIPHBIM PaKoM U FepMUHAIBHBIMU MyTalUsAMU IPOTOOHKOreHa RET. MaTtepHuaJibl M MeTO-
abl. ccnenoanue BoimonHeHo B pamkax HUOK(T)P «Pa3paboTars u BHEIPUTH METO TMATHOCTUKH MEYJLIIPHOTO
paka IMHUTOBHIHOW KeJle3bl M CHHPOMa MHOYKECTBEHHOHN dHIOKPUHHOW HEOIUIa3uH 2a TUTa» MOIIporpaMma «3110-
Ka4eCTBEHHBIE OITyXOJII» TOCYJapCTBEHHON HAYYHO-TEXHUYECKOH mporpammbl «HaydHo-Texamaeckoe odecniedeHme
Ka4ecTBa M JOCTYITHOCTH MEIUIIMHCKUX yCiyr», 2021-2025. Knuanyeckas 0aza ucciae10BaHUS — OHKOJIOTHYECKOe
KOHCYJIBTaTHBHO-JIHarHOCTHYECKOE OTNEJICHHE THUPEOMTHON MaTOJIOTHH, KOTOPOE BXOIUT B cocTaB PecmyOnukan-
ckoro Llentpa omyxoneil muUTOBUAHON kene3bl. PesyabTarhl n ux odcy:kaenune. Bcero 6pu10 0oToOpaHo u mpore-
cTrpoBaHo 394 duonmornveckux oopasia nauerToB ¢ MPIIXK, cpemu KOTOphIX TeHETHUECKH JeTePMUHAPOBAHHBIN
MPIIX ¢ pa3nu4HBIME KIMHUYECKIMH BapHaHTaMU TPOSBICHUS ycTaHoBieH B 15,2% cmydaeB (60/394). Jlanee
Obla copMUpoBaHa Oa3a JAHHBIX POJICTBEHHUKOB MAIIICHTOB TICPBOM CTETICHU POJICTBA, B KOTOPYIO OBUIH BKITIOUE-
HBI 88 4eI0BEK, FTEHETHYECKUE HAPYIIICHUS BBISIBICHHI B 45,5% cioydasx (n=40). B ucciemyemoii KoropTe poICTBEH-
HUKOB OBUIM BBISIBJIICHBI MyTAIlU1, OTHECCHHBIC K KYMEPEHHOM» M «BBICOKOI» rpyrinam pucka (82% u 15% cootseT-
ctBeHHO). Bapnant M918T, oTHOCcsmMIACS K «BbICcOUaiiiieii» Tpynme pucka, 1eTekrupoBan y 1 yenoseka (3%), 4to
oTpeneNsieT MoKa3aHus U IPOBEICHNUS IPEBEHTUBHON THPEOUIPKTOMUM. Y 5,6% (23 uenoBeka) cpeu malueHToB
¢ MPLDXK mpu sammann X1 w/mmu II'TIT 6611 060cHOBaH Auarno3 MOH-2A, B moarpymme poacTBEHHHKOB 000-
cHoBanue cuaapoma MOH-2A tuma umeno mecto y 47,5% (19 manueHToB), 4To onpeAemnseT BeIASICHIHE CaMOCTOs-
TENBbHOM KIMHUYECKOH TPyl POJACTBEHHUKOB NEPBOil TMHUM pojcTBa naruenToB ¢ MPLIDK u nannguem naroso-
THYECKUX MyTauui npotoonkoreHa RET. BbIBoABI. YUHUTHIBAsI HACICACTBEHHYIO IETEPMUHAHTY B (JOPMUPOBAHUUH
cunnpoma MOH-2A Trma, 0coOeHHYIO poIib TPUOOpETaeT BBIJCICHUE [[EICBOM IPYIIIbI MAITUEHTOB, POJCTBEHHIUKOB
niepBoi creneHu pozactsa mul ¢ MPILDK u Hanmanem myTanwmii B mporoonkorene RET. [Ipumenenne pazpaboTaHHO-
ro asroputMa quaraoctuku MPILDK n cuaapoma MOH-2A TrIia MO3BOIUT BBISIBUTH MATOJIOTHIO HAa JOKIMHUYIECKOM
CTaJInM ¥ CBOEBPEMEHHO BBITIOJHUTD JiedeOHbIe BMEIIATEeIbCTRA.
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