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bonesnp T'mnmens-Jluamay (BI'JI) — 310 penkoe HacnencTBeHHoe 3aboseBaHue,
XapaKTEPU3YIOLEeecss Pa3BUTUEM OIYXOJIEH B Pa3JIMYHBIX OPraHax, B TOM YHCIIE B MO3re, ITOYKax,
CIIMHHOM MO3r€, CeT4yaTKe ria3a u APyrux Mecrax. Jrta 00ye3Hb CBs3aHa ¢ MyTauusmu B rene VHL
(von Hippel-Lindau), koTopsliii siBIsieTCsi CYNMpeccopoM OMYyXOJIeH W UTpaeT KIIOUYEBYIO pOJb B
PEryJISIlIMM aHTHOTeHe3a U Mpoiudepalnu KIeToK.

Mexanu3m natorere3a bI'JI cBs3aH ¢ HakomieHWEM MyTaHTHBIX ¢opm Oenka VHL, uto
NPUBOJIUT K ero aepuuuty win (yHKIUOHATIBHOW HEIOCTAaTOYHOCTH. JTO, B CBOIO OUEpellb,
NPUBOANT K CTAOMJIM3AlMKM W aKTUBAIMU TpaHckpumuuonuoro ¢akropa HIF (hypoxia-inducible
factor), KOTOpBIf WUrpaeT BaXXHYIO pOJIb B PEryNAllMd TE€HOB, CBA3aHHBIX C AHTUOT€HE30M U
MeTabo0JIM3MOM KIIETOK. ¥YBenudeHHoe Boipakenne HIF mpuBoaut k cTUMyNAuu pocta COCyI0B U
npoaudepannun KIeToK, YTO CIOCOOCTBYET PAa3BUTHIO OMTyXOJICH.

OaHuM U3 KIIOYEBBIX OENKOB, y4acTBYIOIIMX B 3TOM Iporiecce, siBisercs Oemoxk VHL,
KOTOpBI 00bIYHO ywacTByeT B paspymenun HIF, korma kucimopona B KJETKE B JIOCTaTOYHOM
koiuuectBe. OqHako MyTanuu B reHe VHL npuBogsT k HeBo3MoxkHOoCcTH cBa3biBaHus ¢ HIF u ero
Jerpajanuu, 4To BeJeT K HakomieHuto aktuBHoro HIF u pazsututo onyxosnei.

Kpome TOro, HEKOTOpHIE HCCIECIOBAaHUS MOKA3bIBAIOT, YTO AHTMOTCHETHUYECKHE (PAKTOPEI,
Takue Kak BereTaTuBHBIN ¢akTop pocta (VEGF), Moryt ObITh BoBiedeHsl B matorenes bI'JI. ot
(bakTOp CTUMYIUPYET POCT HOBBIX COCYOB, YTO MOXKET CIIOCOOCTBOBATH Pa3BUTHIO OITyXOJEH M MX
MIPOrPECCHUHU.

N3yuyenue mexann3moB natoreHesa bI'JI sBisiercs BaxHbIM /17151 pa3paOOTKH HOBBIX METO/I0B
JIMArHOCTHKH U JieueHHus 3Toro 3abonesanus. [lonumanue ponu 6enxoB VHL u HIF, a taxke nx
B3aUMOJICHCTBUS C JPYTUMHU KJIECTOYHBIMU U QHTMOTEHETHYECKUMHU (haKTOpaMH, MOXKET IMOMOYb B
pa3paboTKe Iie/ieHaNpaBICHHbIX Tepanuii, HalpaBICHHBIX Ha TOJABJICHHE pOCTa OIMyXoJel u
yJy4IlIeHUE TPOoruo3a st nauueHTos ¢ bI'JIL
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