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3THnosiorus muenonpoamdeparmBHbIX
HOBOOOpa3oBaHUM

3Tmonorna mmenonponndepaTmnBHblix HoBoobpasoBaHun (MIMH) oo cnx nop He
yCTaHOBJ/IeHa. Beayuien runotesomn aBnseTCca MHOr03TanHOCTb BO3HUKHOBEHUS
3aboneBaHus, raoe nNpenpacnosioXKEHHOCTb K HEMY peanim3yeTcs Nog BO34eNCTBMEM
BHELUHUX (PaKTOpPOB.

e ObHapyxeHue myTauum V617F reHa JAK2 B 2005 r. cTaso 3Ha4YnTEesIbHbIM LLAroMm
Brepen B NoHUMaHumM buonornyecknx ocobeHHocTen Ph-HeraTtueHbix MIM3.

e [IpakTnyeckn y scex 60nbHbIX UICTUHHOW nonuynTemmnen (UMN) BoiaBnaeTcsa myTayums
reHa JAK2: B 96% cnydaeB myTauunsa JAK2V617F (3k30H 14), B 2% — MyTaumsa B 3K30He
12 reHa JAK2.

e MonekynsipHo-reHeTn4yeckue HapyweHus npu Ph-HeratmnsHbix MIMN3 npusoaaTt
K aKkTuBaumm curHanbHoro nytn JAK-STAT. Pe3ysibTaTOM 3TOro ABJS€TCA yCUNeHne
nponngepaumn n yeeamyieHme Koam4ectsa 3puTPOLNTOB, NEeNKOLNTOB
n TpombounToB B KpoBu npu WM.

e KnoHasibHasa nposangepauns MmesionaHbiX KneTok npu Ph-HeratneHbix MIMN3 moxeT
TaK>Xe CONnpoBOXAATbCA BTOPUYHbBIM BOCMasieHWeM C U3MEHEHUSMN CTPOMbl KOCTHOIO
MO3ra 1 NaTosIorm4yeckom BbipaboTKOM LMTOKNHOB, B pe3ysibTaTe Yero pa3BmBatoTCA
CUMMNTOMbI OMYXOJE€BON MHTOKCUKaLUN' >,
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