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OBPA3OBATEJIbHbIE MATEPUATbI 0119 MAUMEHTOB N Y XAXUBAIOLWNX 3A HUMU 1AL,
NHdpopmauumsa o myTaumm reHa VHL

OTa vHpopMaunsa NOMOXET BaM NOHATb, Kak MyTauusa reHa VHL moxeT noBnuaTb Ha
BacC 1 Bally CEMbIO.

B aToM MaTepunane cnoBo «ceMbsi» O3HaYaeT Ntofen, C KOTOPbIMU Bbl CBA3aHbI
KPOBHbIM poAcTBOM. K HNM He OTHOCATCA Niogmn, C KOTOPbIMUY Bbl TOPOOHUINCHL Yepes
Opak nnu Yepes ycbiHOBeHNe/yao4vepeHmne. Mbl Tak)ke Ha3biBaeM 3TUX Y/1EHOB
CeMbW BalLIMMN KPOBHbIMN POACTBEHHNKaMW.

'eH VHL o6bl4HO NOMoOraeT npeaoTBPaTUTb pak. MyTauus 3Toro reHa BbisbiBaeT
HapyLleHus B ero paborTe.

Ba)xHO NOHMMaTb, YTO HanM4yMe MyTauumn B 3TOM FreHe He O3Ha4yaeT, YTo y Bac
ob6a3aTenbHO 6yaeT o6HapyXeH pak. DTO O3HaYaeT, YTO Bbl NOABEPXXEHDbI HonbLLEMY
PUCKY pa3BUTNSA HEKOTOPbIX BUAOB paka. Tun paka y niofgen ¢ MyTaumnern B 3TOM reHe
MOXeT ObITb pa3HbIM fjaXe B OQHOI CEMbeE.

Kakon y meHst puck 3aboneTb pakoM Nnpu Hannymm mytauum reHa VHL
?

Hanunuune y Bac MyTaumm reHa VHL o3HavaeT, 4To y Bac ecTb 3aboneBaHue,
HasbiBaemoe cuHgpoMoM ¢oH 'unnensa — Jinnpay (Von Hippel-Lindau, VHL).

VHL nosbiwaeT puck pa3BmMTus HEKOTOPbIX BUAOB paka nin HoBoobpasoBaHuii,
BK/lOYana cnepyiloLme:

e [emaHrno6bnactomsol. Kak npaBuno, ato pobpokayecTBeHHble ONyxosu,
pa3BnBaloLLNEeCcs B rONOBHOM, CMMHHOM MO3re WUiu rnasax.

HeﬁpOBHﬂOKpMHHbIe onyxonn I'IOD,)KGJ'IWJ,O‘-IHOVI XXernesbl.

Pak nouyek.

KucTbl noyek n I'IOJJ,)KeJ'IYD,O'-IHOI7I XXernesbl.

PeoxpomounTtomsbl. Kak npaBunno, 3To pobpokavyecTBeHHble ONyXxonu,
pasBuBaloLLMECs B HagnoveyHnke (HebonbLLOM opraHe, PacnofIOXXeHHOM B
BePXHeN YaCcTu KaXkaon NoYKn).

Onyxonu anponnmeaTtunyeckoro Mewwka (Endolymphatic sac tumor, ELST). 310
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onyxosm, KOtTopblie pPa3BMBalOTCA B yXe.

° OI'IYXOJ'IVI peI'IpOD,YKTI/IBHOﬁ CncTembl, HasbiBaeMble LNCTageHOMaMn. OO6bIYHO OHMN
ABNAIOTCA ,U,O6pOKa‘-IeCTBeHHbIMI/I.

lNo Mepe nsyyeHus 3TUx MyTauuii Mbl MOXXeM OBHaPYXUTb, YTO OHU YBENNYNBAIOT
PUCK pa3sBUTUSA APYrux TMNoB paka. KOHCynbTaHT No reHeTVKe NPeaoCcTaBnT BaM
0OMONHNTENbHYIO MHPOPMaLMIO O MNOBbILLEHUN PUCKA PasBUTUSA paka, eCin y Bac
eCTb MyTauus.

YT0 9 Mory coenatb A4ns CHMKEHUS pUCKa pa3BUTUS paka npu
Hanuunm Mmytauum reda VHL ?

KoHcynbTaHT No reHeTrKe n3yunt Bawwmn pesynbTaTtbl. OH 06CcyauT Cc BamMu, C Kaknm
TNMNOM paka CBi3aHa Balla MyTauus. [1o Mepe nsyyeHns aTnx MyTaunini Mbl MOXeEM
OBHapYXNTb, YTO OHU YBENNYUBAIOT PUCK Pa3BUTUS APYINX TUMOB paka.

Ball KOHCYNbTAHT NO reHeTUKe TakXXe U3Yy4YUT BaLl JINYHbIA U CEMEWNHbIV aHaMHe3,
CBSI3@HHbIN C PakoM, 1 4acT peKoMeHJaummn no NnpoxoxXxaeHuto obcnepgoBaHN Ha
Hann4ne pakosbix onyxonen. OH MOXeT NopeKkoMeHAoBaTb Ha4YaTb obcnenoBaHme
Ha Hanu4ure paka B 6onee paHHeM Bo3pacTe 1 ¢ 6obLUer YacTOTOW NO CPaBHEHUIO C
OONbLUNHCTBOM JIIOAEN TN NPONTU cneunanbHblie o6cnenoBaHus, YToObI
OOHapPYXUTb pPak Kak MOXHO paHbLuUe.

K Takum O6CﬂeD,OBaHI/I‘i-IM Ha Halin4dmne pakoBbiX OI'IYXOJ'IGVI OTHOCATCHA:
o dusnyecknn oCcMOTp C 0Cco6bIM BHUMaHMEM K HeBpPOJNIOrn4eCkKmMm CMMNToOMam,
npo6neMaM CO CNTYXOM, 3peHnemM n apTtepuasnibHbiM gaBJlieHNeEM.

e AHanunsbl KPOBW.

e MarHuTHo-pe3oHaHcHasa ToMorpadua (magnetic resonance imaging, MRI)
rO/IOBHOIMO MO3ra 1 NO3BOHOYHUKA.

CﬂeLlVIaﬂM3MpOBaHHbIﬁ OCMOTpP rias.

YnbTpa3seykoBoe nccnenoBaHue 6ptowHon nonoctu (OkneoTta) ¢ MRl v/nnn
KoMmnbloTepHol ToMorpaduen (computed tomography, CT).

HekoTopble n3 atnux obcnegoBaHui 6ygyT NpoBOanNTbCS pas B rof, gpyrve MoryT
Ha3HayvyaTbCs YaLle unum pexe. Bawl KOHCyNnbTaHT NO reHeTUKe JacT pekoMeHaauuuy,
KaK 4aCTO BaM Hy>XXHO NpoxoanTb obcnegoBaHmne Ha Hanuymne pakosbix onyxonen. C
BaMu Takxe obcyaaTt gppyrue cnocobbl o6cnegoBaHuns v NpepoTBPaLLEHUs Pa3sBUTUSA
paka, KOoTopble MOryT BaM NOQONTM.
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Y10 Hannumne mytauum reHa VHL o3Ha4vaeT asniss MONX KPOBHbIX
pPOACTBEHHNKOB?

Mpwn Hannuum y Bac MyTaunmn BEPOATHOCTb HaIM4ns 3TOW MyTaLuunn y BalLnX
6uonorunyecknx poguTtenein, bpaTtbes, cectep n geten coctanaet 50%. Y Bawwnx
[aNbHNX POOCTBEHHUKOB Tak)Xe MOXET MMeTbCS PUCK Hann4nsa nogobHom MyTauun.

BeposTHOCTb Nnepepayn MyTaumm opyrum YieHaM CeMbU MY>XYNMHAMU U XXEHLLIUHAMMK
OAMHaKOBa. [1119 NOBbILLEHUS PUCKA Pa3BMUTUSA paka 4OCTaTOYHO YHAC/IedoBaThb
MyTaLWIO OT OOHOr O poauTens.

KOHCynbTaHT NO reHeTnKe 03HAKOMNTCS C BaLlen NMINYHOW N CEMEeNHON MeNLNHCKOWN
NCcTopuen, Nocrie Yero cKaxkeT, HY)KHO NN NPONTU reHeTU4Yeckne nccnegoBaHua
BaLLUMM KPOBHbIM pOACTBEHHUKAM.

YT0 3TO O3HauvaeT ans nJ1aHNpPOBaHNA cembun?

Ecnu npu Hannyun y Bac MyTauum reHa VHL Bbl nnaHupyeTe umMeTb feTen, ectb
cnocobbl NpegoTBpPaTUTb YHacegoBaHMe MyTauum BalwlnmMm aeTbMu. BosamMoXxHo, Bbl
3axoTuTe o6cyanTb 3TN BapnaHTbl CO cBOUM(-el) napTHepoM(-Luein) n
KOHCYNbTAHTOM MO reHeTukKe.

Y10 O3HauYaeT oTCyTCTBME Yy MEHs MyTauun?

Ecnuy Bac HeT MyTauum nnm ecnm mbl OGHapy>Xnnm BapnaHT HeonpeneneHHoro
3HaveHus (variant of uncertain significance, VUS), Ball KOHCynbTaHT NO reHeTuKe
N3Yy4YUT BaLLl JINYHbIA U CEMENHbIN aHaMHes3 paka. Bam papyT obLwme pekoMmeHpauumn
No NpoxoXpaeHuntio o6cnenoBaHNn Ha HaNM4Me PakoBbIX ONMYXOeNn.

VUS o3HayvaeT, 4To 66110 O6HApPYXXEHO U3MEHEHME B reHe, HO Mbl NOKa He 3HaeM,
CBSI3@HO /11 OHO C NOBbILLIEHHbIM PUCKOM pasBuTus paka. bonbwnHcTeo VUS B
KOHEYHOM NTOre okasblBaloTCA HOPManbHbIMU U3MEHEHUSIMU, HE BAVSIOLLIMMU Ha
COCTOSIHME 300POBbS.

KoHTakTHas nipopmauus

Ecnuy Bac ectb Bonpochkl unu onaceHust, obpaTtntech K BalleMy KOHCYNbTaHTY No
reHeTuke B Cnyx6e knuHnyeckmnx reHetnyeckmx nccneposanun (Clinical Genetics
Service). Bbl MOXeTe cBAA3aTbCSA C HUM C NOHeaeNbHMKa No NaTHuuy ¢ 9:00 po
17:00 no TtenedoHy 646-888-4050.
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tel:+1-646-888-4050

OononHnTenbHyo MHGOPMaLUMIO CM. B HaLLel BUPTyanbHOW 6nbnnoteke Ha cante
www.mskcc.org/pe.

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

[aTta nocnegHero obHoBneHns
[ekabpb 12,2024
Learn about our Health Information Policy.
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https://www.mskcc.org/pe
https://www.mskcc.org/public-notices/health-information-from-msk-cancer-experts

Nopenntecb cBOUM MHEHNEM
Nopenntecb cBOUM MHEHNEM

Baw oT3bIB NTOMOXET HaM CKOPPEeKTUPOBaTb ob6pasoBaTenbHble MaTepmansbl,
npepocTaBnsemMblie NnaumneHTaM. [JaHHble, NpefoCcTaBieHHble BamMu B 3Ton popMe
obpaTHou cBAA3u, ByayT HEQOCTYMNHbI O COTPYOHMKOB Ballen nevailen
KoMaHpbl. [loxanyncra, He ncnonb3ynTte 3Ty GOpPMy AN BONPOCOB O BalLeM
neyeHunun. Ecnu y Bac ectb BONpocChl N0 NOBOAY BaLLEro fie4eHns, obpatutech K
CBOEMY MeANLUMNHCKOMY COTPYAHUKY.

XoTH Mbl YATaeM BCe OT3bIBbl, Mbl H& MOXXEM OTBETUTb Ha BCe BONPOChHI. Mbl
NPOCUM He yKa3biBaTb CBOE UMS NN KaKylo-Nnbo nepCcoHanbHyio nHGopMauuio B
31O popme obpaTHOI CBA3N.

—Was this information easy to understand?
o @
Yes
o @
Somewhat
o @
No

Yto cnepyet 06bsacHUTBL Gonee nogpo6HO?

He BBOOUTE CBOE UMSA NN N06YIO0 NepCcoHanbHyO MHPOPMaLuIo.

OtnpasunTb
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