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Beenenne. MeaymisipHblii pak IIMTOBUAHOU
JKeJesbl, pa3BuBaromuiica u3 C-KJIeToK IUTOBUI-
HOM KeJe3bl, BXOAUT B COCTaB CHHIPOMOB MHO-
KECTBEHHOH SHAOKpHUHHON Heomnazuu (MOH) u
HacJeayeTcsi ayToCOMHO-IOMUHAHTHO. [ eHeTnde-
CKU JETEPMUHUPOBaHHbIC (OPMBI THUPEOUIHOTO
paka coctaBisloT 3—6% OONBHBIX KapIHMHOMOMN
IIUTOBUIHOH 7KEIIE3BI.

MenynnsapHslii TUPEOUAHBIM pak B cOCTaBe
cuaapomoB MOH-2a (cuanpom Cunmura) 1 MOH-
2B (cungpom lopnuHa) coueraeTcsi ¢ OMyXOsIMH
JIPYTUX OSHIOKPUHHBIX OpPraHOB — ajeHOMaMu
OKOJIOIIMTOBUIHBIX JKese3, (PeoXpoMOLUTOMOM
Hagno4yeuyHukoB. Ilpu cunapome MOH-2B, kpome
TOTO, Pa3BUBAIOTCS MHO)KECTBEHHBIE HEBPUHOMBI
KOKU ¥ CITM3UCTHIX 000J0ueK, MapdaHonomnodbHoe
Tenocioxkenue. ['eHeTnueckoil npuunHOM Haces-
ctBeHHBIX ¢dopm MPUDXK sBnsercs myramus B
reie RET, B nmnunHom miuede 10 XpoMocoMbl
(10q11.2), BmepBele ommcanHas B 1987 T
C. Mathew.

BBuay BBICOKOM NEHETPAHTHOCTH MELYJUISp-
HOM KapIMHOMBI IIUTOBUIHOMN JKEJIEe3bl B COCTABE
cuaapomoB MOH, nocturaromeir 100%, enun-
CTBEHHBIM J(QQEKTUBHBIM CIMOCOOOM JICUCHUS
OOJNBHBIX SIBISETCS THUPEOUAIKTOMHUS. JleTsim-Ho-
CUTENsIM Je(EKTHOrO I'eHa PEKOMEHIYEeTCs! BbI-
MOJTHEHHUE MPO(PUIAKTHYECKONH THPEOUIIKTOMUH B
Bo3pacte 3—5 et npu cupapome Curra 1 B BO3-
pacte 3—6 mec. npu cunapome [opauna, 4To mo-
3BOJISIET M30€KaTh PA3BUTUSI M €r0 OCJIOKHEHUH,
SIBJISIFOIIMXCS. OCHOBHOWM IIPHYMHON JIETAJIBHOCTH
y 3TOM IpyNIbl MALUEHTOB.

MarepuaJj u metoabl. B kmuankax Cankr-Ile-
TEepOYprcKoro LEeHTpa SHAOKPHUHHON XUPYPIUU H
OHKoNoTMU Oosiee 4em 3a 30-IEeTHUH TEepUOA
(1974-2018 rr.) omepupoBanbl 31325 Tupeownn-
HbIX nanueHToB. Cpean Hux BoLaBiaeHo 18 (0,06%)
ciaydaeB cuHIpomMoB MOH, B Tom umcie y 8
(0,02%) nereti.

VY Bcex 8 gereit B Bo3pacte oT 4 mo 18 met (3
JIEBOYKHA W 5 MaJpumKkoB) awmarao3 MOH 2 mon-
TBEPXKACH IO PE3yIbTaTaM T'€HETHYECKOTO CKPH-
HUHra. ¥ 7 nerell MOJIEKYJISpHO-TE€HETUYECKUM
nccnenoBanueM (myrtanus B C634 (T1900C) B 11
sk30He TeHa RET) moareepxaen cunapom Cunn-
na. Y 1 pebenka, neBouku 10 JeT, TMATHOCTHPO-
BaH cunapom lopiuna (RET p.M918T).

Pe3yabTaTthl u 06cyxkaenue: B 6 HaOmroneHn-
SIX IPUIMHON 00CIIEIOBaHMSI IeTel OBLIO BEISBIIC-
HUE 3a00JIeBaHMS Y B3POCJIOTo WieHa CEMbH, Olle-
PUPOBAHHOTO B KIIMHUKE IO TIOBOY MEAYIIISIPHON
KapIMHOMBI IIUTOBHIHOW Kene3bl. B 2 cimyuasx
TeHETHYECKOEe MCCIICIOBAHNE MPOBOAMIOCH TIOCIIE
BBISIBIICHUU MEAYJUIIPHOTO paka y IalHeHTOB
JETCKOro Bo3pacTta. Tpoe manueHToB, onepupo-
BaHHBIX B JIETCKOM BO3pacTe, OTHOCATCS K OAHOU
CeéMbe, Y 5 4WIEHOB KOTOPOH B TPEX MOKOJEHHUSX
IuarHocTupoBaH cuHApoM MDOH-2a. Cuaapom
MOH-28 noaTBep:k/ieH y 1eBoukH 10 J1eT mpu BbI-
SBIIEHUU MHOTO(OKYCHOTO MEAYIIIPHOTO THPEO-
HJTHOTO paKa ¢ MeTacTa3aMU B IICWHbBIE TUMQPOY3-
nel. [Ipu obcnenoBanuu a0 onepanuu y 4 (50%)
JIeTell KIMHUYEeCKUX W JaOOpaTOPHBIX IMPOSBIIE-
HUU MEIYJUISIPHOTO pPaKa MIMTOBHIHOM KeJe3bl
BBISIBJICHO HE ObIT0. Y 1 Mampumka 5 JIeT MUKPO-
(hoxyC Memy/UIIpHOW KaplWHOMBI BBISIBJICH HWH-
TpaonepannoHHo. B emie 4 HaOMroneHUAX AUArHO-
CTHUPOBAHO TOBBIIIICHNE KATBIIUTOHWHA U Y3JIOBEIE
oOpa3oBaHus B IIMTOBUIHOM *kele3e. Becem 8 ma-
[IMEHTaM TPOM3BEJeHA TUPEOUIIKTOMHUS, B 7 Ha-
OMIOeHNSIX — IeHTpanbHas JTUM(aaeHIKTOMHUS.
BokoBas meitHas nuMQpaaeHIKTOMUS BBIIIOTHEHA
B 2 HaAONIONCHUSIX, B TOM 4nciie 1 peOeHKy ¢ CHH-
npomom [opnuHa, mpu MOpPHOIOTHIECKOM HCCIie-
JOBaHWH TMOJTBEPIKICHO METAacTa3upOBaHHE B
nuMQarnyecKkue y3JIbl OOKOBOW IMOBEPXHOCTH
meu. [Ipu rucTonmormueckoM HCCIeIOBaHUN Yy 2
JIeTell — [IUTOBWJHAA JKele3a HOPMaIbHOTO
cTpoeHus, eme y 1 — C-kieTodHas rumnepruia-
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3us. Y 5 OIepUpOBaHHBIX JTUATHOCTUPOBAH Me-
IyJUISIpHBIA pak. Y nanueHntku MOH-2B BbIsiBICH
MHOTO(OKYCHBIH MenyJuiapHbIii pak T4N1bMI,
el BBIMIOJIHEHKI 3 Ollepallii — TUPEOUIIKTOMHUS,
OoxoBas meitHas TuMpageHIKTOMUS ¢ 2 CTOPOH U
yIaJeHne MeTacTaza KapIHOMBI B peTpodapuH-
reanbHbId JiuMparnyeckuit y3en. Y 1 peOeHka B
XOJie oreparnuu oOHapy)KeHa W yhaajeHa ajeHoMa
OKOJIOILIUTOBUTHOM JKEJIC3EI.

3akaouenue. Takum oOpa3oM, THPEOUIIK-
TOMHSI ObUIa NPOPUIAKTHYSCKONH TOJIBKO Y

3 nereii B Bo3pacte 4—10 nmet. Haubonee arpec-
CHUBHBIM TEUEHHEM OTIHYaicid MEeRYJUISApPHBII
pak B cocTaBe cuHapoma [ opmuna. Heobxomu-
MO OOpaTUTh BHHUMaHHE Ha CBOCBPEMEHHOCTH
BBINIOJTHEHUA TEHETUYECKOIO HCCIEIOBAaHHUS B
CeMbsX ¢ OOJBHBIM CHHIPOMOM MHOXECTBEH-
HOU 3HJOKPUHHOMN HEONJIa3UU POJICTBEHHUKOM.
Pannee ynaneHue MUTOBHUIHOM XKene3bl y Ae-
Te-Hocutenell AeekTHOro reHa B BO3pacTe
0 5 JEeT NpeaynpekIacT pa3BUTHE MENYIUIsIp-
HOTO paxa.
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