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BpokaeHHbIN aepuumMT ropmoHa pocTta

Tunbl Hachefo0BaHMA NPU HAcAeACTBEHHOM M30aMpoBaHHOM aeduumte CTI: ayTOCOMHO-A0MUHAHTHBIN,
ayTOCOMHO-PEeL,ECCUBHBIN U X-cLenneHHbIn. MoieKyasapHO OCHOBOWM MHOYKeCTBEHHOTo AeduumTa
rmnodur3apHbIX TOPMOHOB ABAAIOTCA MyTALMM B reHaX, KOAMPYIOLNX rTMnodusapHble PaHCKPUNLMOHHbIE
daKTOopbl, yyacTeytoLine B ambpuoreHese ageHornnodmsa: POU1F1 (PIT1), PROP1, LHX-3, LHX-4, HESX-
1, Pitx2. ns naumeHToB, Mmetolwmx myTtaumm POUILF1 (PIT1), xapakTepeH BbipasKeHHbIN aepuumt
CTlF/nponakTuHa, Toraa Kak CTeneHb BblparKeHHOCTU He40CTaTOYHOCTU TMPEOTPOMHOTO ropmoHa (TTT)
MOXKeT BapbupoBaTb. Hanbosee YacTbiM U3 BCEX M3BECTHbIX B HACTOALLLEE BPEMA FEHETUYECKUX
OedeKTOB, Nexallyx B OCHOBE BPOXAEHHOIO rMNONUTYMTapu3mMa, asadetca natonorna PROP1. B
oTnnume ot any ¢ gedbektom POULF1 (PIT1), naumeHTbl ¢ myTaupe PROP1 nmetoT conyTcTeytowme
rMNOroHagM3M U TMNOKOPTULLM3M. TMNOKOPTULM3M Pa3BMBAETCA NMOCTENEHHO U MaHUdECTUPYET, KaK
npaBW/o, He paHee NOAPOCTKOBOrO BO3PacTa, Yallle Ha TPETbEM AECATUNETUN KU3HK, XOTA ObiBAOT
cny4yam c gebotom B paHHem getctee. OKoso 20% naumeHToB ¢ myTaumamm PROP1 nmetot
runepnaasuio ageHornnodmsa (Mpm nccnesoBaHNM C MOMOLLbIO MarHMTHO-PE30HAHCHOM ToMorpadun) ¢
nocneayroLlen ee MHBOIOLMEN B NPOLECCE XXU3HW BNAOTb A0 MNYCTOro TypeuKoro cegna. PaHee AaHHyto
KapTUHY rMnepnsiasvm ageHorunodpunsa pacLeHMBa N Kak onyxone-Bbii npouecc (KpaHnopapuHruomy,
ageHoMy runodusa), uto NPUBOANIO MOPON K ONepaTUBHbLIM BMeLLATebCTBaM Ha runoduse. B
HacToAllee Bpemsa nogobHaa MPT-kapTuHa y pebeHKa ntoboro BospacTa ¢ gedpuumntom CTT/
NpPonakTMHa/TTT cAyKUT NOKa3aHNEM K MOJIEKYIAPHOM ANArHOCTUKeE, B NepBYIo ovepenp, A1 aHanusa
reHa PROP1.

MaTonorusa reHa HESX-1 (Homeobox gene Expressed in embryonic Stem cells) onucaHa y aeteii ¢
rMNONUTYMTapM3MOM, COYETAHHbIM C CENMTOONTMYECKOM gucnnasunel (cuHapomom ae Mopcbe).
CUHOPOM Mo pa3yMeBaeT TPMaay BPOXKAEHHbIX aHOMA/IMI CpeAHero Mosra, 3pUTeIbHOro aHaan3aTopa
n runodusa:

L rMnonnaasnto 3puUTeibHbIX HEPBOB U XMa3Mbl,;
L areHesmo/rmnonnasmo npo3paqH017| neperopoakn 1 MO30JINCTOTIO TeNa;

® rMnonaasuio rmnodursa u rMNoONUTYUTapm3M.



