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Cungpom Yenmnaka-Xuracu — 3TO PEIKO BCTPEUAIOIIUMKCI CUHIPOM C I'€HEpaIu30BaHHOMU
KIETOYHOH nucdynkuueil. CBo€ Ha3BaHHUE MOJIYYWI B YECTh OTKPBIBIIMX €ro JOKTOpoB: Yenmaka
(Ky6a) u Xuracu (SImonwust). OH OTHOCHTCSI K 0CO00M Tpyrie UMMYHOACHHUIIUTHBIX 3a00JI€BaHUN C
ayTOCOMHO-PELIECCUBHBIM TUIIOM HaclieioBaHus. Beero nucropus HacuutsiBaeT okoso 500 cinydaes.
PacripocTpaH€H UCKJIIOYMTENBHO CpeOu JIeTel paHHEero BO3pacTa, TaK Kak IMPOTHO3
HeOIaronpusATHBIN 1, KaK MPaBUIIo, 3a00JIeBaHNE 3aKaHYNBACTCS CMEPTHIO B Bo3pacte 7-10 ser.

[lepBonpuunHoil cuHapoMa Yeamaka-Xuracu SBISIETCA MOJEKYJISAPHO-T€HETUUYECKUMA
nedexr B rene LYST B 1 xpomocome (1q43). aHHBIA y4acTOK KOAUPYET LUTO30JbHBIA MPOTEHH
LYST/CHS1, koTopblii SBISETCS PEryJSATOPHBIM M OTBEYAET 3a JIM30COM3aBHUCHMBIE CHHTE3,
TPAHCIOPT M CEKPELHI0 BE3UKYNI. Takke MpeArnonaraercs, 4To OH OO0ECIEeYMBACT MEXAaHU3M
cnusHus Be3ukyn. Jledext npuBoauT Kk (OpMUPOBAHUIO THTAHTCKUX MEPOKCHUIA3AM0I0KUTEIbHBIX
rpaHysl B TpaHyJOCOJAEpXkalllUX KIEeTKaX, B IEpPBYI0 OYepeb, B JIM30COMax, MeJaHOCcOMaXx,
IUTONUTUYECKUX BE3UKYJIaX MUTOTOKCHYECKUX T-TMM(OIHTOB, MIOTHBIX TEIbI[aX TPOMOOIIMTOB U
B JIPYyTUX TpaHyjocoepKamux kierkax. IloMuMo HapymieHusl MpoLeccOB 3K30LIMTO3a, TaKKe
MOBPEKIACTCA MEXaHU3M BOCCTAHOBIEHUS IUIa3MaTHUYECKOH MeMOpaHbl KJIETKH. OTH Ae(eKTs
00yCJIOBIMBAIOT OCHOBHBIE TMAaTO(PU3MOJIOTHUECKUE AaCIEKThl 3a0O0NeBaHHWsI — CHIDKCHHE
IUTOTOKCHYEeCKOM akTHBHOCTU T-muMmdorutoB u NK-kieTok (HaTypanbHble KWJUIEphl WK natural
killer cells), HapymeHue rpaHyIOLMTONOd3a, XEMOTAKCHCa, (HaromuTO3a M KWIIMHTA B KIETKax
TPaHyJIOIUTAPHOTO U MakpodaraibHOro psaoB, AePEeKT BBICBOOOKACHHUS TPOMOOIUTAMHU
TPOMOOLIMTAPHBIX I'PaHyJl, HAPYLIEHUE arperalyy MeJNaHWHa B TMTAHTCKUX MEJaHocoMaxX M HuX
HECIOCOOHOCTH TPAHCIOPTUPOBATH MEJIAHWH B KEPATHUHOIUTHI.

KnuHu4yeckrn CHHIPOM  MPOSBISIETCS  3aTSHKHBIMH - TSDKEIBIMH  PEIMIUBUPYIOIIUMH
uHpekusAMH (OaKkTepualbHBIMU, BHUPYCHBIMHM U T'PUOKOBBIMH), CcTpabusmoM, ¢dotodolueii,
HUCTarMoM, IJIa30-KOKHBIM allbOMHU3MOM, CEpeOpPUCTHIM LIBETOM BOJIOC, TE€MOpPparuyecKum
CHUH/IPOMOM M 3aJE€P’KKOH YMCTBEHHOrO pa3BUTHs. Kpome TOro, CHHAPOM OTJIMYAaeTCs BBICOKHUM
PUCKOM reMo(arouTapHOro JuM(OrucTUOIHUTO3a.

EnuHcTBeHHBINH MeTO leueHus: cuHapoma Yenuaka-Xuracu — aJuloreHHasi TpaHCIIIaHTalus
IeMOIIO3TUYECKUX CTBOJIOBBIX KJIeTOK OT HLA-MIEHTHYHBIX pOACTBEHHHUKOB WM JIOHOPOB,
COBMeCTMMbIX Mo Jokycy D. IlpoBeaeHue TpaHCIIaHTAlMM KOCTHOIO MO3ra CHOCOOCTBYET
HOpMaJIM3allMd TEeMOIMO3TUYECKUX U HMMYHOJOTHYECKMX (YHKIMM M YyCTpaHseT Aepuuur
HaTypaJbHBIX KHJIJIEPOB, OJHAKO HE MNPUBOAUT K IOJHOMY H3JICUEHHIO U HE NpeJOoTBpallaeT
HEBPOIIATHUIO.

HecMoTpss Ha MCKIIIOUUTENBHYIO PEAKOCTh 3a00JIeBaHUs, OHO 00JanaeT crnerupUIHbIMU
KJIIMHUYECKUMH U J1a0OpaTOPHBIMU MPU3HAKAMHU, YTO MO3BOJISET O€3 TpyAa ero AudepeHunpoBarhb
oT Apyrux Oone3Hei. C ycnexamMu COBPEMEHHOW Haykd B 00JAaCTH MOJIEKYISIpHOW OHONOTHU M
TeHETUKH MEAMIIMHA JajeKko NPOABUHYJIAch B HM3yYE€HHUH ITAHHOTO CHHIPOMA, OJHAKO MHOI0E
OCTa&TCsl HEM3BECTHBIM U OTKPBIBAIOLIMM F'OPU30HTHI U1l HOBBIX IIPOEKTOB M UCCIIEI0BAaHUI.
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