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OBPA3OBATEJIbHbIE MATEPUAJIbI OJ14 NMALUNEHTOB U
YXAXUBAKOLWNX 3A HUMK TN

NHdopmaumsa o mytauum reHa VHL

DTa nHpopmMaumsa NOMOXET BaM NMOHATb, Kak MyTaLud reHa
VHL moXkKeT noBNMUATb HA BaC 1 Bally CEMbIO.

B aTOM MaTepuane cnoBo «ceMbsi» O3Ha4vaeT nogen, C
KOTOPbIMUN Bbl CBSI3aHbl KPOBHbIM poacTBOM. K HUM He
OTHOCSATCA NoAN, C KOTOPbIMU Bbl MOPOOHUITUCE Yepes
Opak nnn Yyepes ycoblHoBNEeHNe/yaodepeHue. Mbl Takxe
Ha3biBaeM 3TUX YSI€HOB CeMbU BaLLMMUN KPOBHbIMU
POACTBEHHNKAMMN.

[eH VHL o6bl4HO NOMOraeT npegoTBpaTuTb pak. Mytauus
3TOro reHa Bbi3biBaeT HapyLUeHns B ero paborTe.

BaxHO NOHMMaTb, YTO Hanu4yMe MyTauun B 3TOM FreHe He
O3Ha4vaeT, YTo y Bac obasaTenbHO 6ygeT o6HapyXeH pak.
DTO O3Ha4aeT, YTO Bbl NOABEPXEHbI OONbLLEMY PUCKY
PasBUTNSA HEKOTOPbIX BUOOB paka. Tun paka y nogen ¢
MyTauuneln B 3TOM reHe MoXeT BbiTb Pa3HbIM JaXKe B OQHO
cembe.

Kakow y MeHs puck 3aboneTb pakoMm npwu
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Hannumu myTauum reda VHL ?

Hann4yue y Bac myTauum reHa VHL o3HavaeT, YTO y Bac ecTb
3aboneBaHune, Ha3biBaeMoe CMHAPOMOM PoH [Mnnena —
Innpay (Von Hippel-Lindau, VHL).

VHL nosbiwaeT puck pasBnTusa HEKOTOPbIX BUAOB paka
nnn HoBoobpasoBaHUI, BKIOYAA cneayloLmne:

e emaHrnobnacromeol. Kak npasuno, ato
nobpoKayecTBeHHble ONYyX0u, pa3BUBaOLLNECS B
FOJIOBHOM, CMMMHHOM MO3re Un rnasax.

e HenpoO3HOOKPWHHbIE ONYXOJIN NOAXKENYAOYHOW Xene3bl.
e Pak noyvexk.
e KnucTbl noyek n nog)Xenyao4yHom xenesbl.

e PeoxpomountoMbl. Kak npaBuno, ato
pob6pokavyecTBeHHble ONYyXONu, pa3BuBaloLLMECS B
Hapgno4ye4vyHuke (Heb6onbLLOM OpraHe, PacnoyIoXXeHHOM B
BEPXHEeN YacTun KaXkKgoun noykn).

e OnyxonnsHgonumdaTtndeckoro mewwka (Endolymphatic
sac tumor, ELST). 210 onyxonun, KoTopble pa3BuBalOTCSH
B yXe.

e Onyxonu penpoayKTUBHOW CUCTEMbI, Ha3blBaeMble
unctagpeHomamun. O6bIYHO OHU ABNAIOTCS
nob6pokKavyecTBEHHbIMN.
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[o Mepe nsyvyeHuns aTux MyTaunim Mbl MOXXeM OBHapPYXXNTb,
YTO OHUN YBENNYNBAIOT PUCK PA3BUTUSA JPYrmx TUNOB paka.
KoHCynbTaHT No reHeTUKe NpeocTaBnUT BaM
0OMNONHNTENbHY0 NHPOPMaLMIO O MNOBbILLEHUN PNCKA
pa3BUTUS pakKa, eCNn y BaC eCTb MyTauus.

Y10 9 MOry caejatb AJid CHNXeHnsd pucka

pa3BUTUA paKa Npn Hannymm mytaummn reHa VHL
?

KOHCcynbTaHT No reHeTnke n3yunT Bawum pesynbTaTbl. OH
obcyaunT ¢ BaMu, C KakMM TUMOM pPaka CBsi3aHa Balla
myTaums. [lo mepe nsyyeHnsa sTux MyTauunii Mbl MOXeEM
OOHaPYXUTb, YTO OHU YBENTNYNBAIOT PUCK PAa3BUTUS
OPYyrux TUNOB paka.

Ball KOHCYNbTaAHT NO reHeTuKe Tak)Xe N3Y4YUT Ball JINYHbI
N CeEMEeWNHbIN aHaMHe3, CBSA3aHHbIN C PakoM, n oacT
peKkoMeHaaunm No NPoxXoXxaeHnto obcnegoBaHU Ha
Hanuune pakosbix onyxonen. OH MmoxeT
nopekoMeHOoOBaTb Ha4aTb 0OCNenoBaHMe Ha Hann4vne
paka B 6bonee paHHeM Bo3pacTe 1 ¢ 6onbLUen 4HacToTON Mo
CpaBHeHUO ¢ 6ONbLUMHCTBOM floAen Uiav NPONTY
cneunanbHble ob6cnegoBaHus, YTo6bl OOHAPYXUTb Pak Kak
MOXHO paHbLuUe.

K Takum O6Cﬂe,D,OBaHVIFIM Ha Halinvdnme pakKoBbIX OI'IYXOJ'IGI?I
OTHOCATCA:
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e PuUsn4eCcKknin oCMOTP € 0COObLIM BHUMAHNEM K
HEeBPONOrM4YecknM CMMNTOMaM, NpobiemMaM Co ClyxoM,
3PpEeHNEeM 1 apTepuanbHbIM JaBNIEHNEM.

e AHanunsbl KPOBW.

e MarHuTHo-pe3oHaHcHasa Tomorpadpusa (magnetic
resonance imaging, MRI) ronoBHoro mosrau
NO3BOHOYHMKA.

e CneunannsanpoBaHHbIN OCMOTp rnas.

e YnbTpasBykoBOe NccnegoBaHue 6POLLHON NONOCTH
(kmBoTa) ¢ MRl n/nnn komnbloTepHom ToMmorpadpunen
(computed tomography, CT).

HekoTopble n3 atux obcnegoBanni 6ygyT npoBOoNTbCS
pas Bropn, opyrmne MoryT Ha3Ha4daTbCs YaLle unm pexe. Bawwu
KOHCYNbTaHT MO reHeTuke facT peKkoMeHaaumm, Kak 4acTo
BaM HY>XHO NpoxoanTb o6cnenoBaHne Ha Hann4vne
pakoBbix onyxonein. C Bamun Takxe oocygaTt gpyrue
cnocobbl o6cnegoBaHnsa N NpeaoTBpPaLLEHUS Pa3BUTUS
paka, KoTopble MOryT BaM NOQONTW.

Y10 Hannume myTauum reHa VHL o3HavaeT gns
MOUX KPOBHbIX POACTBEHHUKOB?

[Mpn Hannynm y Bac MyTaunum BepOATHOCTb HaNn4ns 3Tomn
MyTauum y Bainx bnonormnyecknx pogutenen, bpatbes,
cectep npgeten coctaenaet 50%. Y Bawnx ganbHunx
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POACTBEHHUKOB TakXXe MOXEeT MMeTbCS PUCK Hann4us
nogo6bHoN MyTauunu.

BeposATHOCTb Nnepegayn MyTauum opyrum 4sieHam cembu
MY>XYMHaAMU N XeHLWMHaMmM oauHakoBa. [Jns noBbieHns
pUcCKa pa3BUTUSA paka [OCTaTOYHO YHacne[oBaTb MyTauuio
OT OQHOro poguTens.

KOHCYNbTaHT NO reHeTUKe O3HAaKOMUTCSA C BaLlen IMYHON U
ceMeHON MeaNLUNHCKOW NCTOopUen, Nocne Yero ckaxer,
HY>XHO JI MPONTN reHeTn4Yeckne nccrnegoBaHnNs BalLnNMm
KPOBHbIM POOCTBEHHNKAM.

Y10 3TO O3HauaeT gns NNaHNPOBaHNA CEMbU?

Ecnu npn Hannunm y Bac myTauum reHa VHL Bbl nnaHupyeTte
NMeTb AeTen, eCTb Cnocobbl NpeaoTBpPaTUTL
yHacnepgoBaHue MyTauuuv BalummMm getbMn. BoamMoXxHo, Bbl
3axoTnTe o6CcyanTb 3TV BapuaHTbl CO CBOUM(-€in)
napTHepoM(-LLen) N KOHCYNbTaHTOM NO reHeTuKe.

Y10 0O3HauaeT oTCyTCTBME Y MEHA MyTaunn?

Ecnny Bac HeT MyTauum nnm ecnm Mbl 0GHapyXunm
BapuaHT HeonpepeneHHoro 3HavyeHuns (variant of uncertain
significance, VUS), Ball KOHCYNbTAHT MO reHeTuKe N3yunT
BaLL JIYHbI U CEMENHbIN aHaMHe3 paka. Bam gpapyT obwme
peKkoMeHpaLUmmn No NPoxoXaeHuno obcnenoBaHNi Ha
HanM4ne pakoBbIX ONyXonewn.
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VUS o3HavaeT, 4To 6bino 06Hapy>XeHO N3MeHeHne B reHe
HO Mbl MOKa He 3HaeM, CBA3aHO /I OHO C NOBbILLUEHHbIM
PUCKOM pa3BuTua paka. bonbwmnHcteo VUS B KOHEYHOM
NTOre okasbliBalOTCH HOPMallbHbIMN N3MEHEHUAMU, HE
BIMSIOLLMMN HA COCTOSIHME 300POBbS.

KoHTakTHasa undpopmauums

Ecnuy Bac ecTb BOnpochl Uin onaceHus, obpatnrtecsb K
BalLeMy KOHCYNbTaHTy no reHeTuke B Cnyxbe
KNnHn4Yeckmx reHetTndeckumx nccneposaHunm (Clinical
Genetics Service). Bbl MOXeTe cBA3aTbCA C HUM C
noHepenbHuka no nAaTHMLy ¢ 9:00 oo 17:00 no
TenedpoHy 646-888-4050.

[ononHnTenbHyo NHPOPMaALUIO CM. B HaLLIEN
BUPTYanbHoW bubnuoTteke Ha cante www.mskcc.org/pe.
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