Memorial Sloan Kettering
Cancer Center
OBPA3OBATEJIbHbIE MATEPUATIbLI 014 NALVEHTOB N YXAXWBAKOLLNX 3A HUMW JTNL],

NHpopmauma o myTaumm reHa VHL

OTa nHdpopmMaums NOMOXKET BaM NOHATb, Kak MyTaumna reHa VHL moxeT nOBNMATb Ha Bac
1 BaLly CEMbIO.

BaTtom MaTepunane CZioBO «CeMbda» O3Ha4YaeT J'IIOJJ,GI7I, C KOTOPbIMU Bbl CBA3aHbl KPOBHbIM
poaocTBOM. K H1UM He oTHOCATCH Jrogn, C KOTOPbIMU Bbl MOPOOHUITNCD Hepe3 6paK nnm
yepes YCbIHOBJ'IeHI/Ie/YD,O‘-IepeHVIe. MbI Tak>)XKe Ha3biBaeM 3TUX YI1IEHOB CEMbIW BalLNMK
KPOBHbIM pOACTBEHHUKaMN.

leH VHL o6bi4HO NOMoOraeT NnpenoTBPaTUTb pak. MyTaumsa asToro reHa Bbi3biBaeT
HapyLueHuns B ero paborTe.

Ba)kHO NnoHMMaTb, YTO HaNM4Me MyTauun B 3TOM FreHe He O3Ha4aeT, YTo y Bac
obs3aTenbHO ObyaeT o6HapyXXeH pak. DTO O3Ha4YaeT, YTO Bbl NOABEPXKEHbI 6onbLLEMY
PUCKY pa3BUTUS HEKOTOPbIX BUAOB paka. Tun paka y fnoaen ¢ MyTaunein B 3STOM reHe
MOXeT ObITb pa3HbIM laXe B OQHON CEMbe.

Kakown y meHst puck 3abonetb pakoM npu Hann4YnMm
myTaummreHa VHL ?

Hannune y Bac MyTaumm reHa VHL o3Ha4aeT, 4TO y Bac ecTb 3aboneBaHune, Ha3biBaeMoe
cnHppomoM poH Nmnnena — Jinnpay (Von Hippel-Lindau, VHL).

VHL noBbiwaeT puck pasBuUTNSA HEKOTOPbIX BUAOB paka nin HoBoobpasoBaHUN,
BK/lOYaa cnefyioLlme:

¢ [emaHrno6bnacrtomsbl. Kak npaBuno, 3To noOpokadecTBEHHble ONyXonu,
pa3BuMBatoLLMECs B FTOJIOBHOM, CIMHHOM MO3re UK rnasax.

e Helpo3HOOKPUHHbIE ONYyXONN NOAXKENYyAO4YHON Xenesbl.

e Pak nouvek.

e KncTbl noYek 1 nogyKenygo4Hom xenesbol.

e PeoxpomounToMbl. Kak npaBuno, 3To gobpokavyecTBeHHble ONyXosu,

Pa3snBaroLLneCAa B HagnovYye4Hmke (He6OJ'IbLIJOM opraHe, pacnoJyioockeHHOM B BerHeIZ
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YacCTu KaXkaom NoYKn).

e Onyxonun sHponnmdaTtunyeckoro mewwka (Endolymphatic sac tumor, ELST). 310
ONyXxonun, KOTOpble Pa3sBUBAIOTCS B yXe.

e Onyxonu penpoaykTUBHOI CUCTEMbI, Ha3biBaeMble unuctageHomamm. O6bI4YHO OHM
ABNAOTCA [OOPOKaYeCTBEHHbIMU.

Mo Mepe n3yv4eHnmd stux MYTaLI,I/II7| Mbl MOXXeM O6HapY)KI/ITb, YTO OHUN yBEJTNYNBAIOT PUNCK
Pas3BnUTUNA OPYyrnx TMnNoB paka. KOHCYJ'IbTaHT noreHetTmke npegoCTtaBnT BaM
OONOJIHUTEJIbHYIO |/|chopMau,|/||o O noBblLLEHUN PUCKa Pa3BUTUA pPakKa, eCsiny BaC eCTb
MyTauunsd.

Yt0 9 Mory caenatb ot CHUKEHUs pucka pa3BuTuns
paka npn Hanuynm myTauum reHa VHL ?

KoHcynbTaHT Nno reHeTuke nsy4nT Bawwmn pesynbtatbl. OH 06CyanT C BamMu, C Kakum
TUNOM paka CBA3aHa Bawla MyTaums. [lo Mepe nsyyeHus 3Tx MyTaunii Mbl MOXEM
OBHapPYXNTb, YTO OHU YBENINYNBAIOT PUCK PA3BUTUS OPYrX TUNOB paka.

Baw KOHCYNbTAHT MO reHeTrKe TakXe U3Yy4YUT Balll JIMYHbIA U CEMENHbI aHAMHE3,
CBSAI3@HHbIN C PaKOM, 1 AaCT peKOMeHAaLUMn No NPOXOXAeHno 06cnefoBaHN Ha
Hann4me pakoBbix onyxonen. OH MoXeT NopekoMeHAoBaTb HaYaTb 06cnegoBaHMe Ha
Hannyme paka B 6onee paHHeM Bo3pacTe 1 ¢ 6onbLueri YaCTOTON NO CPAaBHEHUIO C
OONbLUIMHCTBOM NIOAEN NN NPONTU cNeumnanbHble o6cnenoBaHus, YTo6bl OGHAPYXNTb
pakK Kak MOXHO paHbLLe.

K Takum o6cnegoBaHNAM Ha Hannyme PakoBbIX ONyXosel OTHOCATCS:
e Punsnyecknii ocMoTp € 0CobbIM BHUMAHNEM K HEBPOJTOTMYECKUM CUMNTOMaM,
npobnemam co CyxoMm, 3peHneM 1 apTepuanbHbiM AaBNeHNEM.
e AHanunsbl KPOBMW.

e MarHuTHO-pe3oHaHcHas ToMorpadua (magnetic resonance imaging, MRI)
rONOBHOIO MO3ra v MO3BOHOYHMKA.

e Cneumnann3npoBaHHbI OCMOTP rnas.
e YnbTpasBykoBoe nccnegoBaHme 6prowHon nonoctu OkueoTa) ¢ MRI u/vnn

KoMmnbloTepHon Tomorpaduen (computed tomography, CT).

HekoTopble u3 3tux ob6cnepoBaHnin 6yayT NpoBOAUTLCS Pas B rof, opyrve MoryT
Ha3Ha4yaTbCA Yalle Unn pexke. Ball KOHCYNbTaHT NO reHeTUKe [acT pekoMeHpauum, Kak
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4aCTO BaM HYXHO NPOXOANTb 06CcnefoBaHne Ha Hann4vne pakosbix onyxonei. C Bamn
Takxe obcynaT gpyrue cnocobbl o6cneqoBaHns U NpefoTBPALLEHUS Pa3BUTUS paka,
KOTOpPble MOryT BaM NOJONTN.

Y10 Hannume mytaumm reHa VHL o3HauaeT gna moux
KPOBHbIX POACTBEHHNKOB?

Mpwn HanuynMmM y Bac MyTaunmn BEPOATHOCTb HANIMYMS 3TOW MyTauum y BalLnx
Ouonorunyeckux pogutenen, bpatbes, cectep n geten coctaenaet 50%. Y Bawumx
OanbHNX POACTBEHHNKOB TakK)Xe MOXeT UMeTbCS PUCK Hann4nsa nogobHon myTauum.

BepOﬂTHOCTb nepenavn Mytaumm gpyrmMm vieHam cembn My>KHMHaMN N XXeHLLNHaMN
OoAnNHaKoBa. D,J'IFl NOBbILLEHUA PNCKa Pa3BNTUA pPakKa OCTAaTO4YHO YHaC/1eaoBaTb
MyTauunio OT OOQHOr o poonTtend.

KOHCynbTaHT NO reHeTnKe 03HaKOMUTCS C Ballen NTIMYHON N CeMEeNHON MeaULNHCKON
NCTOpUENn, NOCse Yero CKaXxKeT, HY>XXHO NI NPONTN reHeTU4Yeckne NccrefoBaHna Ballnm
KPOBHbIM POACTBEHHUKAM.

Y10 3TO O3HavaeT gnsa nnaHupoBaHUA ceMbu?

Ecnu npn Hannuum y Bac MyTaunm reHa VHL Bbl nnaHupyeTe nmeTb geTei, eCTb Cnocobbl
npenoTBpPaTUTb YHacnegoBaHWe MyTaumm Bawmmm geTbMn. BosmMoxHo, Bbl 3axoTute
o6CcyanTb 3TV BapuaHTbl CO CBOMM(-eln) napTHepPOM(-LLeln) N KOHCYNIbTaHTOM Mo
reHeTuke.

YTo O3Ha4aeT OoTCyTCTBME Y MEHS MyTaunmn?

Ecnuy Bac HeT MyTauum nnmn ecnm Mbl OGHaPYXUN BapuaHT HeonpeaeneHHoro
3HauveHusa (variant of uncertain significance, VUS), Ball KOHCyNbTaHT MO reHeTuKe
N3Yy4YnNT BaLL JINYHbIA N CEMENHbIN aHaMHe3 paka. Bam pagyT obLme pekoMeHgauum no
npoxoXaeHuio obcnegoBaHUI Ha HanM4YMe PakoBbIX OMyXOnei.

VUS o3HavaerT, 410 6b1510 0O6HaAPY>XEHO N3MEHEHME B FreHe, HO Mbl MOKa He 3HaeM,
CBSI3aHO /I OHO C MOBbILLIEHHbIM PUCKOM Pa3BnUTnSA paka. bonbwnHcTeo VUS B KOHEYHOM
NTOre okasblBaloTCA HOPMasbHbIMU N3MEHEHNSMU, HE BAUSAIOLLMMIN HA COCTOSIHNE
300POBbS.

KoHTakTHasa nHpopmauus
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Ecnuny Bac ecTb BONpOCHI Un onaceHust, obpaTnutech K BalLieMy KOHCYbTaHTY No
reHeTuke B Cnyx6e knuHnyecknx reHetnyecknx nccnegosaHnin (Clinical Genetics
Service). Bbl MOXeTe CBS3aTbCs C HAM C NOHeaenbHuKa no natHuuy ¢ 9:00 po 17:00
no TenedoHy 646-888-4050.

[OononHuTenbHyio nHOpPMaLMIo CM. B HaLLen BUpTyanbHon 6ubnmnoTteke Ha cante
www.mskcc.org/pe.

About Mutations in the VHL Gene - Last updated on December 12,2024
Bce npaBa 3awmieHbl v npuHagnexaTt Memorial Sloan Kettering Cancer Center

NaTta nocnepHero o6HoBneHus
Oekabpb 12,2024
Learn about our Health Information Policy.
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tel:+1-646-888-4050
https://www.mskcc.org/pe
https://www.mskcc.org/public-notices/health-information-from-msk-cancer-experts

[MopennTtecb cBOMM MHEHEM
[Tlogpenutecb CBOMM MHEeHEeM

Baw oT3bIB NTOMOXET HaM CKOpPPEKTNPOBaTb 0O6pa3oBaTeNbHble MaTepuansl,
npepocTaBnseMble nauneHTaM. [JaHHble, NpefocTaBieHHble BaMu B 3Ton dopme
ob6paTHoW cBA3M, ByayT HEQOCTYMHbI AN COTPYAHUKOB BaLLel flevalliel KoMaHabl.
MNMoxanyiicTa, He ncnonb3yinTe 3Ty GOpPMy AN BONPOCOB O BalleM fiedeHun. Ecnuy
BaC eCTb BOMPOCHI MO NOBOAY BalLLlero nevyeHunsi, obpatutecb K CBOemMy
MeaVUNHCKOMY COTPYOHUKY.

XOTS Mbl YNTaeM BCe OT3bIBbl, Mbl HE MOXXEM OTBETUTb Ha BCe BONPOChl. Mbl NpocuM
He yKa3blBaTb CBOE NMS UK KaKyo-Nnbo nepcoHanbHyo MHOopMaLmio B 3TOWN
dopme obpaTHO cBA3N.

—Was this information easy to understand?

o @

Yes

o @
Somewhat
o @

No

Yto cnepyeT 06bACHUTL Gonee nogpPobHO?

He BBOANTE CBOE UMA 1N NMoOYIO NepCcoHanbHyo UHOopMaLMio.

OTnpaBuTb
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