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Il KOHOEPEHUWMA NO OHKO3HAOKPUHONOIMK
N AYTOVMMYHHBIM HOOKPUHHBIM 3ABOJIEBAHWAM

< o

K.A TonmayeBa, C.A. [lpunena

denepanbHoe rocygapcTeseHHoe OloaXeTHOe obpa3oBaTesibHOe yypeaeHne Bbiclero obpasoBaHua « I'ynbCKUN
rocyaapcTBeHHbIN YyHMBepcuUTeT». « MeauuUMHCKUN MHCTUTYT TYyNbCKOro rocygapCcTBEHHOINo YHUBEPCUTETaY.

bone3Hb poH 'Mnnena-Jivupay (VHL-cuHapom)

BBEIEHUE.

bonesnb doH ['unnena-Jinngay (cumHaopom Xunnena-IiMHpoay) — penkoe
MYIbTUCUCTEMHOE  BpPOXAEHHOe  3abofieBaHMe C  ayTOCOMHO-
OOMWHAHTHBLIM TUMOM HacnegoBaHWUA, XapaKTepusylolleeca pas3BUTUEM
pa3nnyHbIX onyxonen. remaHrmobnactomol LHC, deoxpomMoumnTomsl,
onyxonu nomXKenyagodHou »enesbl, Mno4vyek, remMaHrmombl ceT4yaTKW.
[lpymHa — myTtaumm B reHe VHL, koaupytowlem Oernok-onyxoneBbiv
cynpeccop. Peoxpomounmtombl B 35% cnydyaeB BCTpevarTCHd B pamMKax
cuHapoma oH ['vnnenga-IimvHoay. Mytaumna B reHe npuBoOUT K Pa3HbIM
TMnam 3aboneBaHUAa. TUN 1 XapakTepusyeTca HU3KUM PUCKOM Pa3BUTUS
deoXpOMOLIUTOMbI, TUM 2 — BbICOKMM PUCKOM pPas3BUTUA U OeNIUTCA Ha
Tpn noatuna: 2A — HU3KUU pUC NoYeyHo-kKneToyHas KapuwmHoma ([MKK),
2B — Bbicokun puck T[IKK, 2C - Tonbko deoxpomoumtoma 6e3
remaHrnoonacrtom u NKK.

PE3YJIbTATbI. [launeHTka npoxoAuT nevYeHWe nNOo noBoAdy paka
MOJIOMHOM Xenes3bl, TakkKe nony4vyaeT 3aMeCTUTESNIbHY FOpMOHAalbHYIO
Tepanuio B CBA3W C HaANoO4Ye4YHUKOBOW HEOOCTAaTOYHOCTbIO, pa3BUBLLUENCS
nocne ABYXCTOPOHHEW aapeHanakToMnm no nosoay deoxXpoMOLIUTOMBI.

SAKINMIOYEHUE. lNpuBeaeHHoe KNMHMYecKoe HabnoaeHne HaBoAUT Ha MbICIIb O BO3MOXXHOW B3aUMMOCBA3N MyTauun B reHe VHL ¢ pasButmem paka MOS1I04HOW
Xenesbl. B HeKOoTOpbIX nUTepaTypHbIX UCTOYHMKAX TFOBOPUTLCA O TOM, UYTO nNpu Oonblux geneumax reHa VHL, KOTopble 3aTparnMBaloT Opyrme reHbl,
pacrosrioXeHHble pagomMm ¢ reHom VHL, KnuHundyeckast KapTuHa 3abonieBaHUs MOXET OTnnyaTbCsl OT Kraccudeckown. [na noarBepXaeHus OaHHOU Teopuun
HeobxoaMMo NPOBECTU AOMONHUTESNbHbIE NCCNEOOBAHUSA U TLATENBbHEE U3YYUTb POOOCIIOBHYIO MaLUUEHTKU, YTODbI BbIABUTb HannM4yne aHanormvHbiX KIMHNYECKNX

CUMMTOMOB Ccpeaun ee poaCTBEHHUNKOB.

OnuncaHue KNMHNYECKOro cny4as.

OINMNCAHUE CJIYHYAA. B 1991 rogy naumeHTKa nepeHecna onepauuio no yaaneHuto gpeoxpomMounTOMb
cnpaBa. MaTtb nauuneHTkn cTpagaet cuHapomMm Xunnenda-Jinnpay. C 20-neTHero BoO3pacta OTMeYarnoch
nosbiweHne ALl oo 160/90 mm pT.cT. pn obcnepgosanmm B 2006 rogy no MecTty XutenbctBa Ha KT BbIABNEHO
obpa3oBaHMe NeBOro Hagno4vevyHnka pasmepom 4.6x3.6 cM, NO NOBOAY KOTOPOro nposeaeHa NEBOCTOPOHHSAS
agpeHanaktomua. C 2015 r. npoxoauna obcnegosanne B PIbY «HMWL sHookpuHonormm» — BbICTaBNEH
anarHos:. cuHgpom doH Xunnenga-JinvHoay 2 Ttun (retepo3urotHas wmytauma p.P154T B reHe VHL).
[TaparaHrnnoma Ha ypoBHe L4. VIHTpaaypanbHble 00beMHble 0Opa3oBaHus (remaHrmomsl) Ha yposHe C3, C4,
Thl n L2. 2016 rog yopaneHue naparaHriMombl 3abOprolLIMHHOINO npocTtpaHcTBa. OCcMOTpeHA HEUPOXUPYProm
OHLl anpenb 2021 — napaBepTebpanbHad remaHrmoobnactoma. KT noyek, Hagnoye4yHUKoB ©Oe3
KOHTpacTupoBaHna ot 2022 ropga: Hagno4yeyYyHUKM He BU3yanums3npyrTcsd; JioXe npaBoro HaanoyedyHuka
onpenendaeTca MArkOTKaHHbIM KOMMOHEHT 28X7/X9MM € 4OCTATOYHO YETKUMU POBHLIMU KOHTYpaMu, OOHOPOAHOWU
CTPYKTYpPbl (OCTAaTOyHad TKaHb MpaBoro HagnodedyHuka?). MPT wmapt 2022 HaanovyeyHUKOB C
KOHTpaCTUpOBaHMEM — BbIABIEHO 0bpa3oBaHMe B obnacTn noxa yganeHHoro npaBoro Haano4vye4vyHunka 7x26x10
MM. AHanNM3 CyTOYHbLIN MOYM Ha MeTaHedPpuH Mmoumn 110 (25-312), HopmeTaHedpuH 186 (35-445). C 2022 roaa
NPOXOoOUT KOMMNIIEKCHOEe fievyeHne no nosBoay paka neson mosiodHoun xenesbl 12HOMO 2a ct. HER-2 cTaTtyc 3+,
(BRCA oT1p.). Mytauumn reHa PIK3C® He obHapyxeHo oT 19.03.2024. PKT OBbI111.01.2024: runepBacKynspHbIe

o4yarn B ronoBKE U KPHOYKOBUOHOM OTPOCTKE MOKENYAOYHOW Xenesbl, KUCTbl 00enx no4vek. NHTpagypanbHble
o0beMHble 0bpa3oBaHUA Ha ypoBHe Th1l1-12, L2-L3.
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