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Xpouuueckuit muenonerikoz (XMJI) mpexacraBiser coOOil HapylIeHHE KPOBETBOPEHUS,
XapaKTepU3yIoLIeecs MOBBIIIEHHOW BBDKMBACMOCTBIO MUEJIOUIHBIX KJIETOK U HEKOHTPOJIMPYEMBIM
MUTOTE€HE30M.

Exerogno peructpupyercss 1-2 3aboneBmmux ©Ha 100 Thicsu HaceneHus. Yacrota
3200J1eBA€MOCTH yBEIIMYMBACTCSI C BO3PACTOM M TIOBBIICHA CPEAM JIO/CH, MOJBEPraBIIUXCS
JEHCTBUIO MOHU3HUPYIOIIETO U3JTyYEHUSI.

B nauane pazsurusa XMJI BunoBHa ®unaznensduiickas xpomocoma (Ph), kotopas siBisercs
IPOAYKTOM PELUIIPOKHON TPAHCIOKALMHM MEXIy XpoMocoMaMu 9 u 22, KoaupyeMoil ruOpHuIHbIM
reaoMm BCR-ABL. ['uOpuanblii TeH BO3HUKAET B pe3ynbTare ciaustaus reHa BCR, pacronoskeHHOTO
Ha xpoMocome 22, ¢ reHoM ABL (mpoTooHKoreHAOeIbCoHa), PacloIOKEHHBIM Ha XpoMOcoMe 9.
[IpucyTcTBUE NaHHOTO OHKOTreHa Habuonanock B 95% nanuentos ¢ XMJL

bemox BCR-ABL, xogupyeMblii THOPUIHBIM T€HOM, 00J1alaeT CHIIBHOW THPO3MHKUHA3HOU
AKTUBHOCTBIO U SIBJISIETCS Ba)XKHOM MOJIEKYJISIPHO-OMOJIOTMYECKOH OCHOBOM I1aTOT€HE3a 3TOr0
3aboneBanusa. BCR-ABL wmoxer dochopunupoBarh ce0s U CHUTHajIbHbIE OENKH, TEM CaMbIM
aKTUBHUPYS PpsAI CHUTHAJIBHBIX IyTEH, YTO TPOJUIEBaeT HE3aBHUCHUMYIO OT (DaKTOpOB pocTa
BbDKMBAaEMOCTb MHEJIOUJHBIX IMPEAIICCTBEHHUKOB M TPaHYJIOLMTOB IyTeM WHIMOMPOBAHUSA
arornro3a.

OnuH U3 TakKuX IyTel MPUBOAUT K MHAKTUBALIMY IIpoarnonToTuyeckoro oenka Bad cemelicta
Bcl-2 mocpenctBom aktuBanmu kuHa3, Takux kak Akt mim Raf. Jledhochopunuposannsiii Bad
cBs3piBaeTcs ¢ Bel-Xi, MHruOupyeT ero aHTHanonTOTHYECKY (QYHKIHUIO M CIIOCOOCTBYET THOenu
kieTok. CHrHAIbl BBDKUBAHHMS, OMTOCPEIOBAaHHbBIC IMTOKUHAMH, TAKUMH Kak uHTepneiikuna-3 (I1L-3),
¢aktop pocra HepBoB (NGF) wnm wuHcynuHomomoOHbIM ¢(akrtop pocrta 1, cmocoOCTBYIOT
dbochopmmmpoBanuto Bad mocpeactBom PI3-kunazel/Akt-3aBucumoro mytu. ClrenoBareiabHO,
¢bochopunuposanue Bad mogasnseT anonto3 B reMaTono3ITUYECKUX KIETKaX.

[Iyts STAT oTBeuaeT 3a nepesjauy CUrHAJIOB OT KJIETOYHON MEMOPAHBI K SIAPY, UTO IPUBOJUT
K U3MEHEHHSM B OKCIpeccMH TeHoB. TuposuHkuHazHas akTuBHOCTh BCR-ABL cnoco6na
aktuBupoBath STATS, MoxeT npuBecTH K aHOMaJIbHOW KJIETOUHOM nposndepany 1 BbIKUBAHUIO,
YTO TaKXKe CIIOCOOCTBYET MaTO(U3NOJIOTHH JIeHK030B, BbI3BaHHBIX BCR-ABL.

Takum oOpaszom, tuposuHkuHaza BCR-ABL akTuBupyeT myTH mnepemaddl TUTOKWHOBOTO
CUTHaJjIa, KOTOPbIE CTUMYJIMPYIOT POCT M IPEJOTBPAIIAIOT allONTO3 B TEMONO3TUYECKHUX KIIETKAX, YTO
SIBJISIETCS] OCHOBHBIM ME€XaHU3MOM B pa3Butuu XJIM.

143
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