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Tema HAYYHOI'0 HCCJICTOBAHUSA

PacmmmdpoBka MexaHU3MOB pa3BUTHS (PUOpO3a KOCTHOTO MO3ra M MOAXOJIOB K
€ro peBepCHH

Hay4yHble noapasaesieHusl MCIIOJHUTENH (C YKa3aHUEM PYKOBOIUTEJIS
HUCCJICOBAHUSA):

PykoBonutens ucciienoBanus: c.H.c. byteuiun I1A.

Hayunble nmoapasneneHus MCIOIHUTENN UCCIECAOBAHUS:
1. HWJI Onkoremarosnorun MHCTUTYTA reMaToioruu

AKTyaJILHOCTb HCCJIICA0OBaHUA:

Muenodubpo3 otHOocAT K OonblioMy Kiaccy (puOpomnponudepaTuBHBIX
3a0oneBaHUl HapsAgy ¢ THEBMOPHUOPO30M, LHMPPO3OM MEYEHH, CHUCTEMHOU
CKJIEpOJIEpMHEN, KOHTpaKkTypoil [lromtontpena, runepTpopuueckuMu U KEeIOUIHBIMU
pyonamu (Huang, 2012). Bce »Tm 3a0oneBaHus XapaKTepU3YIOTCS Pa3BUTHEM
¢ubpo3a - pa3pacTaHMEM M YIUIOTHEHHEM COEAMHUTEIbHOW TKAaHU, YTO MPUBOIUT K
yTpare opraHoM cBoed (yHKuuu. Muenopubpo3 — 310 PuUOPO3 KOCTHOTO MO3ra,
KOTOPBI MOXXET Pa3BUBAThCS BTOPUYHO Ha (POHE pa3IWYHBIX 3a00JE€BaHMIA, B TOM
Yyyclie TaKUX MHUETOoNpoNu(epaTuBHbIX  3a00J€BaHUM, Kak ACCEHUUAJbHAs
tpombOorutemMus (OT) u uctunnas nomuuutemus (UII), unam ObiBaeT HesicHOM
ATUOJIOTUU, B A3TOM ciaydae peub ugaer o I[IMD (Tefferi et al. 2008). Ilpu
Muenohudpo3e ¢ 0JHON CTOPOHBI MPOUCXOAUT AKTUBAINS ME3EHXUMHBIX CTBOJIOBBIX
kietok (MCK), cocTaBigiommx CTpOMYy KOCTHOTO MO3ra, B pe3yJbTare 4Yero
YCUJIMBAETCSl UX Tpoiudepanns U MOBBILIACTCS CHHTE3 BHEKJIETOYHOI'O MaTpUKca
(BKM). C gpyroil CTOpOHBI, MPOUCXOAUT HApyUIEHHWE KPOBETBOPEHUS, KOTOPOE
3aKJIIOYaeTcsl B XPOHUYECKOW Muenonponudepalu, HApyIIEHUH CO3PEBAHUSA
TPpOMOOITUTOB M dKCcTpameayuisipaom remoniodse (Tefferi, 2005; Tefferi et al., 2008).
Ha mo3mHux cragusx 3a0ojieBaHHE COMPSIKEHO ¢ MUTONeHuen, a §8-23 % ciydaen
npuBOIUT K TpaHcopmamuu B octpeii Jseiko3 (Tefferi, 2005). Cpennsis
MPOIOJDKUTENBHOCTh KU3HU OOJBHBIX C JMAarHO30M «IEPBUYHBIA MueI0(puopo3»
kosiebetcs B npenenax 3.5-10 ner (Tefferi, 2005).

[Tonararot, uto Gpudpo3 pa3BuBaeTcs Kak cieacTBue BzaumosaeihcTeuss MCK ¢
MUKPOOKpY)eHHEM, popMupyeMbiM natonorudecku usmeHeHHsiMu I'CK (Reilly,
2006). Haubomnee yacto BcTpeuaeMoi MyTalluel sSBISETCS aKTUBUPYIOLIAs MyTallus B
rere SIHyc kuHa3bl Broporo tumna Jak2V617F, kotopast IpUBOIUT K JIMTaH/-
HE3aBHCUMOM akTHBAIMK SIHyC KHHa3bl BTOPOTO THMA U runepaktuBaun STAT nytu
nepenayu curnaia. OgHaKo, MEXaHU3M BCIIEACTBHE KOTOPOTO JIEHKEMUUYECKUE KIETKH



MHAYLUPYIOT pa3BuTHe prudpo3a He siceH.

eanb ucciaenoBaHusi:

HccnenoBanne MexaHU3MOB Pa3BUTHS MUETOPHOPO3a, a TAKKE BO3MOKHBIX
nyTeil pesepcuu puOpo3a KOCTHOTO MO3ra.

3agaum uccjaen0BaHUA:

1. Co3nmanre TeHeTUYECKON KOHCTPYKITUHU ISl dKchpeccuu Jak2 nukoro twma u
Jak2 ¢ myranueit V617F B kieTkax deioBeka.
2. HccnenoBanne yCTOMYMBBIX KJIETOYHBIX JUHUN ¢ 3kcrupeccuert JakVO17F u

Jak2 nukoro THma Ha OCHOBE KJIETOK MoHouuTapHoil neiikemun THP-1 mo umx
COCOOHOCTU K MPOAYKUMU Tpodudpornyeckux (axtopoB npu auddepeHunpoBke
110 MOHOLIUTAPHO-MaKkpodaraaibHOMy THUITY.

3. Coznanue kputepueB oreHkd ¢udposupoBanuss MCK kocTtHoro mo3sra B
KYJBTYpE.

4, Uccnenosanue BnausHusg wmytanuu Jak2 v617f Ha mpodubpoTHUecKyro
aktuBHOCTH MCK KOCTHOTO MO3ra B KYJIBTYype.

S. BroisBnenue cnocoObHoctu uHrHOMTOpOoB Jak2 K peBepcuu  AeHCTBUS

Jak2V617F na monenu ¢pudbpozusix MCK.

O:xupgaemble pe3yJibTaThI:

B pesynbrare npoekTa OymyT IOTyYeHbl HOBBIC JJaHHBIE O MEXaHU3MaX Pa3BUTHS
¢hubpo3a koctHOro Mo3ra. IlonydeHHbIe TaHHBIC TO3BOJIAT MPOAHATU3UPOBATH MYTH
BO3JICUCTBUS Ha MHENO(PUOPO3, a TakKe MPEIIOKHUTH IMOAXO0/bI, HAPABICHHBIC HA
PEBEPCHIO JAaHHOTO 3a00JICBaHMUSI.



