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MODY -auabet (caxapHblii 1uabeT B3pOCIOro THIA Y MOJOBIX) — 3TO TPYIINa KIHHHYCCKH
cxokux (GopMm caxapHOro amadera ¢ ayTOCOMHO-JOMHUHAHTHBIM ITyT€M HACJIEAOBaHUS, KOTOpHIE
00yCIIOBJIEHBI MYTallUSIMU B OJHOM H3 T€HOB, MPUHHUMAIOIIMX Yy4YyacTHE B peryssiiuu oOMeHa
rimoko3el. K Hacrosmemy MomeHTy u3BecTHO 14 tumoB MODY, Hanbosiee 4acTBIMU U3 KOTOPBIX
apistores Tunt MODY 1 (HNFAA/MODY), MODY 2 (GCK/MODY) u MODY 3(HNFIA/MODY).

HNannast ¢dopma SHIAOKPUHHOW MATOJOTUH OOYCIIOBJICHA MYTAI[MOHHBIMH H3MEHEHUSMU
T€HOB, KOTOPbIE OTBEYAIOT 32 aKTUBHOCTh PAOOTHI OCTPOBKOBBIX KJIETOK MOJ[KENYI0UHOMN KEeNe3bl.
[IpuuuHBI  CTPYKTYPHBIX HM3MEHEHHH YYacTKOB XPOMOCOM  OCTAlOTCS  HEBBIICHECHHBIMHU.
[IpennonoxurensHo, pazButue MODY -nuabera cBs3aHO CO CleayIOIUMHU (hakTOpamu:

- Bospacr. [lonasnstomiee 601bIIMHCTBO 3200I€BIINX — AETH, TOJAPOCTKH U MOJIOJbIE JIFOIU
18-25 net. OTH BO3pacTHBIE IEPUOIbI CYUTAIOTCS HanbOJIee ONAaCHBIMU B OTHOIICHUU MaHU(ecTauu
00JIe3HH.

- ecranmonnsiii auadet. OKoJ0 MONMOBUHEI ciiydaeB nuadera MODY nuarHoctupyercs y
O6epeMeHHBIX. [1aToOrus MPOTEKAET 1O THITY TeCTAIIMOHHOTO CaXapHOTO AMa0eTa, HO COXpaHsIeTCs
MOCJIe POJOB.

- I'mukemust y poacTBeHHUKOB. OHUM U3 AHArHOCTUYECKUX KPUTEPHUEB SIBISETCS HATHYME
ONMM3KUX POACTBEHHUKOB C YBEJIMYEHHOW KOHIIGHTpAIMeH TIIOKO3bl B KPOBH. Y MaTepu, OTIa,
NeAyKn uiu 0a0ymku OblT OOHAapy>KEeH caxapHbId AuabeT, MEepPeHECEHHBIM TIeCTalMOHHBIN
caxapHblil 1uabeT, onpeaeNsieTcs TUIepriIMKeMHusl 10 /WK CITYCTs JBa yaca IocJie mprueMa Mumiy.

- 3aboneBaHuss npu OepeMeHHOCTHU. ['eHeTHMyeckass MyTalusi y IUJI0Ja MOXET ObITh
CHPOBOIMPOBaHa O0OJIE3HIMU MaTepu B niepuoj 6epemeHHocTH. K Hanbonee BepOATHBIM IPUYUHAM
OTHOCST OpPOHXHMAJIbHYIO aCTMY, HILIEMHUIO CEp/IlIa, apTEPUATbHYIO THIIEPTEH3HIO.

[TaTonorus ¢opMupyercs Ha OCHOBE MyTAIlMH T'€HOB, BIHUSIONIMX HA (PYHKIIMOHAIBHOCTH
KJIETOK OCTpOBKOB JlaHrepranca, Imepenaercsi IO AayTOCOMHO-JTOMHUHAHTHOMY THITy, YTO
00yCIaBIMBAaEeT HE CLEIMJICHHOE C TOJOM HAacJelIOBaHWE M BBIABICHUE ONM3KUX POJICTBEHHUKOB,
CTpaJlaloIIMX TOW WM WHOUM (opmoii runepriukemuu. B ocHoBe MODY jeXuT MyTamusi TOJIbKO
OJTHOTO TeHa. J[nabeT MmposBIAeTCsS CHIKEHHEM aKTUBHOCTH [-KJIETOK MOJHKENyIOYHOM Kene3bl —
HEZ0CTaTKOM MPOU3BO/ICTBA HHCYJINHA.

B pesynbTare rirokosa, mocTymaromias B KpOBb M3 JKENIyAKa, HE yCBaMBAETCSA KIETKaMH
opranusma. Pa3BuBaetcsi coctosiHue runepriukeMun. M306IToUHAs T1I0KO3a BBIBOJUTCS TTOYKAMU,
(dbopMupyeTcs TIIOKO3YpHs U monuypus. V3-3a BO3HUKAOIIEH JerupaTaliiy yCHUINBAeTCsl YYBCTBO
Kaxapl. ICTOYHUKOM 2HEPruu NJisi TKaHEeW BMECTO TJIFOKO3bl CTAHOBSTCS KETOHOBBIE Tena. Mx
M30BITOK B IJ1a3Me MPOBOLMPYET Pa3BUTHE KETOAIUI03a.
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