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AkTyasbHOCTb. MuesonposrdepaTuBHble 3abojieBaHUA — TIpynmna
NaTOJIOTUYECKUX COCTOSTHUMA OpraHM3Ma, TeYeHUEe KOTOPbIX XapaKTepHU3yeTcs
HEKOHTPOJIUPYEMBIM  pPOCTOM  KJIETOK  KpOBU. PacnpocTpaHeHHOCTb
3ab0JieBaHUMI HEBBICOKAs, HO B NOCJHeAHee BpeMs HaOJIOJAeTcsl CTOUKas
TEH/IEHIIMSl K YBeJWYEHHUI0 4acTOTbl BO3SHUKHOBeHHS [1]. TouHble mpUYUHBI
pPa3BUTHSA JAaHHOU NATOJIOTUU He U3BECTHBI, YTO TPEOYET JeTaTbHOTI0 U3yYeHHU
MOJIEKYJIIPHBIX ~ MeXaHW3MOB  (OpPMHPOBaHUSA  MHUeJONpPoMPpepaTUBHbBIX
3a00/1eBaHU M.

Lensb: MU3Y4YUTb MOJIEKYJISIpPHbIE MeXaHU3Mbl dbopMUpOBaHUS
MU e0NpoardepaTUBHBIX 3a00/1€BaHUM.

OnHa U3 Teopuidl pa3BUTUA MHeONpoarudepaTUBHbIX 3abosieBaHUMN
3akJiroyaeTcsd B MyTauuu B reHe JAK2 V617F [1]. Bo3HUKHOBeHUE TOYEYHOU
MmyTandyd B 1849 mnosoxxenuu reHa JAKZ2 V617F B Buje 3aMeHbl I'yaHMHA Ha
THUMUH WU [eJielliii/BCTaBOK HYKJEOTUJIOB B 3K30He 12 NpPUBOJUT K
He3aBUCMMOM akTuBanuu JAK Stat curHasbHOro mnyTH (BHYTPHKJIETOYHbIE
HepelenToOpHble TUPO3UHKHHA3bI, TNepearlie CUTHAJbl, ONOCpeJ0BaHHbIE
UUTOKHWHAMHU) [2].

MuenonposiupepaTuBHble 3ab60JieBaHUSI BKJIOYAKT B Ce6S NMEPBUYHbIN

MI/IeJ'IO(l)I/I6p03, 9CCEHIUAJIbHYIO TpOM6OLII/ITeMI/II-0 U UCTUHHYIO IMOJIMOUTEMHIO.
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[lepBuuHbIE  MHeNOPUOPO3 pa3BUBAETCA B  pe3yJbTaTe KJIOHAJbHOU
MUesionpoardepandy, COMNPOBOXKJAeTCsd  BTOPUYHBIM  BOCHAJeHHUEM C
V3MEHEHUMHU B CTPOMe KOCTHOTO MO3ra M MNaTOJIOTMYeCKOW NPOAYKLHUEHN
UTOKUHOB (TpaHCPOPMUPYHOIIUK GaAKTOp pocTa OeTa MHMEJOUIHbIX
Npe/lIECTBEHHUKOB, pPOCTOBOM (GaKTOp TPOMOOIUTOB, 3HAOTEJHUAIbHBIN
COCYyAYCThIM (GaKTOp pocTa). ICCEHIHaJbHAsA TPOMOOLUTEMUA Pa3BUBAETCH B
pe3ysibTaTe aBTOHOMHOW akTuBayuud JAK Stat curHajabHOro mnyTH, YTO
06ecrnevynBaeT BbICOKYIO NPOJUdEPATUBHYIO aKTUBHOCTb METaKapUOLIMTAPHOTO
pOCTKA BHe 3aBUCHMOCTH OT CBSI3BIBAHUS POCTOBOr0 (pakTopa C peLEenTopoM,
YTO MPUBOJUT K MOBBIIIEHHUIO KOJHWYECTBA TPOMOOIIMTOB B nepudepruiecKon
KpoBHU. [lpy HCTUHHOU NOJULUTEMHUU BCJIELCTBHE MyTaluUud (GOPMHUPYeETCS
rUNnepyyBCTBUTeNBbHOCTh JAK-pemenTtopa K UIUTOKMHaM (3pUTPONO3THH,
VHTEpJIEMKUH-3, (QaKTOp CTBOJIOBBIX KJIETOK), 4YTO 0Oyc/JIaBJUBaeT
npoJsrdepalo poCTKOB KpoBH [3].

BbiBoabl. B X0o/1e npoaesiaHHON pabOThl ObLJIM U3YyUYEHbl MOJIEKYJISIPHbIE
MEXaHU3Mbl MHUEJIONPOJU(PEPATUBHBIX 3abosieBaHUM, Haubosiee 4YacTou
INPUYUHOM KOTOpPBIX fABJAseTcd MyTauusa reHa JAKZ V617F, paccmoTpeHbl
OCHOBHbIE 3BEHbS NTAaTOreHe3a JaHHbIX 3a00J1eBaHU M.
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