MASSACHUSETTS
GENERAL HOSPITAL

CANCER CENTER

Cinapom Jli-®paymeHi:
IHpapmaubia ANA csiMen 3 naTareHHbIM BapbisiHTaM y reHe TP53

Mama 2amalti namsimki — daub 8am 0amanésyro iHghapmaubIto rpa ebIHiKi sawiaza 2eHembl4Haza macmy, 3 Kol
8bl MOXaue a3Haémiuyua i abmepkasaup ca ceaimi iekapami. [acrnedHiki npauysizearoub ebigyqaupb 2eH TP53,
mamy, Karsi nacka, ad3iH pa3 Ha 200 38sipmaliyecs 0a ceaix fiekapay, kab nasHayb Ho8yo iHghapMaubiro, siKasi
Moxa bbiub 8axHasi 05151 eac i Yanbyoy eawat csam'i. (Fnacapbili MeObIYHbIX M3pPMIHaY, SIKis MadKpacrieHbl y
23mbIM 0aKyMeHue, /1. Ha arowHsU cmapoHUbl).

Y Bac natareHHbl BapbISiHT Yy reHe TP53. ['9Ta a3Havae, wTo y Bac ciHapom Jli-®PpaymeHi
(Takcama Bagombl sk LFS).

LLITo Takoe cnaaybliHHbI paK?

Pak — nawbipaHas xBapoba. Y koxHara Tpausra xbixapa 3LUA uaram xbiuus passiBaeuua TOM Ui iHLWbI
TbIM paky.

Kans 5-10% pakaBbix 3axBopBaHHsy (4a 1 3 10) 3'aynsaouya cnagysiHHbIMI. CnagybiHHbBI pak
y3Hikae, kani Yanasek HapakaeLLa 3 NaTareHHbIM BapbigHTaM (Takcama BAAOMbIM K MyTaubisl) y
reHe, siki naBsaniyBae imaBepHacLUb pasBiluda N3YHbIX Teinay paky. [aTareHHbl BapbISHT MoXa
nepagasauua ag agHaro nakaneHHs ga apyrora.

3asBblyan, ceM'i 3 LFS matoup agHy Ui Hekanbki HacTynHbIx acabnisacusy:
o PaHHse 3'ayneHHe paky ManoyvHaw 3anosbl Y aH4dblH
CapkoMbl KacLem i MAKKIX TKaHiH
MyxniHbI ranayHora Mo3ry
KapuplHoMa Kapbl HagHbIpayHikay
PakaBblsl 3axBOpBaHHI, SKis Y3HiKMi y A3iUsaybiM y3pocue
Acobbl 3 60MbLU YblM agHbIM AblSrHaszam paky (Hanpblknag, pak abeassiox ManoyHbIX 3anos3 Li
capkoMa pak MarnoyHam 3anosbl)
o Hekanbki YanbLoy csaM'i 3 agHaro 60Ky, XBOpPbIX Ha raTbiA ThiMbl paky

O O O O O

LLITo Takoe naTtareHHbl BapblﬂHT?

OHK - raTa Hall reHeTbI4HbI MaTapbIAN, ki Nepadaeuua an 6aubkoy fa Assuen. EH amawyae iHCTpyKubli
npa Toe, SiK Hallbl Lienbl passiBatoLLa, pactyub i PyHKUbISHYIOLb. [eH - rata HeBanikas Yactka [AHK, sakas
BbIKOHBAe Bbl3Ha4aHyto npauy y apraHisme. HekaTopblsi reHbl Bbl3Ha4aroLb Takis XapakTapbICThIKi, SK
KOnep Bayan Ui y3pocCT, ThIM YacaMm K iHLLbIA reHbl 3NydYaHbl 3 HaLLbIM 34apoyeM.

Ba ycix Hac écub BapbisLbli y reHax, sikig pobsilib Hac HenagoOHbIMI af3iH Ha agHaro. bonbluas yacTka raTbix
BapbISLbI HE 3MAHSAIOLb NpaLlbl HALLbIX reHay. AHaK HekaTopbls BapbldLbli canpayabl nepalukagkaoLb
cnyLwHam npaubl reHa. ['3Tbl Thin BapbisLbli 3aBeLLUa natareHHbIM BapbiSHTaMm Li MyTaubIsii.

Yamy HastyHacub ratara natareHHara BapbIsiHTY NpbIBOA3iLb Aa NaBbllwaHau pbI3bIKi
pa3Biuus paky?

Mpaua reHa TP53 3aknioyaeuya ¥ npaayxineHHi paky. EH HasbiBaelua reHam-cynpacapam nyxmiHbl.
Mpbl NpaBinbHaM Npaubl reHbI-Cyrnpacapsbl NyxriHay Aanamararoub npagyxinius pak, KaHTpantowyb!
y3pacTaHHe i A3neHHe KneTak.

Toagsi, akia Hapaasinica 3 natareHHbIM BapbigHTam TP53, Matoub TonbKi agHy nNpaLoyHyro KOnito reHa
TP53, Tamy pbI3blka pasBiLLsa paky V iX BblLUSNLLANA 38 CAPIHSeE.
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SKia aHKanarivyHbIfA pPbI3bIKi 3BA3aHbI 3 I3TbIM NaTtareHHbIM BapbIsHTaM?
e TP53 - raTa reH, ki rpae BaXKHyI0 pOnio y parynsiubli POCTY i A35MEHHS KneTak Y po3HbIX YacTkax uena.
Tamy nioasi 3 natareHHbIM BapbisHTaM TP53 cxinbHbIA NaBbllLaHal pbi3bllbl Pa3BiLliLs MHOCTBA PO3HbIX
BbIrnsgay paky.

e HekaTopbisi ceM'i 3 naTareHHbIM BapbissHTam TP53 He matoub "knacivyHara" LFS i moryupb meupb pbi3biky
pasBilLs paky HKaK, YbiM NepanivyaHbia HiXKIN.

e Hixal gaeyua kapoTtkae anicaHHe pbi3blkay pasBilLs paky, 3nyvaHbix 3 LFS:

o Hawnbonen nawsipaHbiMi Thinami paky, sikis cycTpakatouua y cem'six 3 LFS, s'aynsiouua capkoma,
pak ManoyHam 3ano3bl y XaH4blH, MyXriHbl MO3rY i KapLbIHOMa Kapbl HagHbIpayHikay.

o Y cem'six 3 LFS Hasipanaca MHOCTBa iHLbIX BbIFNSA4aY paky, TakiX Sk KanapaKTanbHbl,
33adpareanbHbl, CTPayHikaBbl, HblpKkaBa-KNeTkaBbl, enkamis, nimgoma, pak nérkix, CKypbl,
HemMeaynsipHbl PaK LWYbITaBICTaN 3ano3bl i HerpabnacTombl.

o [Ma auaHkax, icHye 50% pbi3blka passiuus paky ga 30 ragoy ans xaH4biH i 50% pbi3bika
pa3Biuus paky ga 46 ragoy ons MyxdblHay, NaxbiLUEBas pbi3blka passiluUs paky cknagae
>90% Ans XaH4blH | >70% Ana MyX4blHay.

o [MNpeiknagHa y 40-50% ntogsen 3 LFS passiBaeuua apyri pak. lNaBegamnsanacs, WTO Y HEKATOPbIX
noasen Ob1no Tpbl Ui 6onbL Thinay pakxy.

e [IpbiBeA3eHbis BbILW3K NiYObI NakasaHbl § BbIrMaa3e Ablsna3oHy. [9Ta anyyvaHa 3 TbiM, LWTO He yce
ceM'iliHAbIBiAbI MatoLb aAHONbKaBYH CTYMNEHb pbi3blki. Ha pbi3blky MOryLb Takcama ynnbiBaub dakTtapbl
HaBakosibHara acapoanss, fag Xellus, acabictas rictopbis XBapoObl, CAMENHas ricTopbis paky,

i Takcama iHLWbIA reHeTbIYHbIS Ui HeBAAOMbIS pakTapbl.

Lli marybima BbinpaBiub natareHHbl BapbIAHT?

Ha anb, BbiNpaBilub NatareHHbl BapbIsHT y reHe TP53 nakynb He ysiynseuua mardbiMbiM. AQHaK MOXHa
3MSIHiLb CBaé NMAY9HHE | HeKkaTopbls PaYbl y CBaiM Naase Xbiuus. Baw nekap (nekapbl) pasam 3 Bami
abmsipKye raTblsl BapbIsiHTbI i CKIag3e NnaH Ns4aHHS, SKi NagbIXoasilub MeHaBiTa BaMm.

AKisa pakameHaaubli Na NAY3HHI?

PakameHgaubli na MegplyHbIM abenyroyBaHHi nogsen 3 LFS ranoyHeiM YbiHaMm 3acapomxkaHbl Ha HasipaHHi
i XipypridHbIM yMsLWaHHI. BaxxHa ag3Haybiub, LITO iCHYOLb abMeaBaHHi Ans CKPbIHIHrA Ha LUMaT SKist Thifbl
paky, 3ny4aHbis 3 LFS.

HasipaHHe:

MaTai HasipaHHS (Takcama "CKpbIHIHT) 3'ayndelua sk Mara paHenlae ObIarHOCTbIka paky.HaBykoyLbl

i JaKkTapbl He MOryLUb Npagyxiniub passiyué paky, ane BaxkHa Aro paHHge BblgyneHHe. Kani pak Bbisynseyua
Ha paHHAN cTafdpli, iMaBepHacLb NacnsxoBara NA4Y49HHS BbILWAN. ICHyoUb BenbMi 4OOpbIS MeTaabl HasipaHHA
AN HeKkaTopbIX, ane He A YCix Thinay paky.

Y Tabniupl HX3W NpbiBeA3eHbl pakaMeHaaubli na HasdipaHHi 3a acobami 3 LFS (apgantasaHa 3 KipayHiuTtsa na
reHeTbILbl ManoyHam 3anosbl/sevnikay HaupisHanbHam ycéaxonHam aHkanaridHam ceTki, Bepcia 2.2021). 3espHiue
ygagay, Wwmo a2ama azyribHbisi pakameHOaubli. [1ayHbIs pakameHdaubli Onisi acobHbIX naubleHmay i csamel Mo2yub
adposHisayua.
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Thbin paky

PakameHpaubli na HasipaHHi

Pak manoyHnan 3anossbl
(*kaHu4blHblI)

CaubiLe 3a cTaHaM MarnoYHbIX 3anos, nadbliHatoybl 3 18 ragoy, i naBegamnsnue
npa 3aMeHbl CBalMy nacTayLlybliky MedblYHbIX nacnyr

KniHiuHae abcnenaBaHHe rpyasen KoxHbls 6-12 mecsauay, navbiHatoubl 3 20 ragoy
(ui paHen, y 3anexHacui ag camelHara aHamHesy)

Y3poct 20-29 rapoy: LLTtoragosae abcnegasaHHe kaHTpacTHam MPT ManoyHbix
3ano3s (Ui paHew, Ha NaacTaBe caMelHara aHamHesy).

Y3pocT 30-75 ragoy: PaHenwas mamarpadis wrorod, pasrnenable MardbiMacub
npaBag3eHHs TaMaciHTa3y i kaHTpacTHa MPT mManoyHbIx 3anos

Y3pocT >75 ragoy: BsgseHHe 3axBopBaHHA NaBiHHa pasrnsgauua y
iHObIBIAYanbHbIM Napagky

Pak cTpayHikaBa-
KiLlavyHara Tpakta

KanoHackanis i aHgackanisa BepxHix agasenay KoXHblS 2-5 ragbl, nayblHatoubl
3 25 rapoy (Ui paHen Ha nagcTaBe CaMenHara aHamHesy).

IHWbIS pbI3bIKI pa3Bilus
paky

KomnnekcHae meabluyHae abcnegaBaHHe KOXHbIA 6-12 mecsuay, sikoe ykrovae
HeypanariyHbl arnsg i arnsag cKypbl.

KpbITbl4Ha BaXkHasa gacBegyaHacLb npa npbIKMEThI | CIMATOMbI PAAKIX Thinay paky.

LLitoragoBae aspmaTanariyHae abcnegaBaHHe, navbiHaoubl 3 18 ragoy.
MPT ranayHora mMo3ry pa3oy Ha rog,.
MpaBagseHHe wrtoragosan MPT ycsaro uena, kani écub MardbiMacupb.

AcBeTa agHOCHa NpbIKMET | CiMNTOMay paky 3 XyTKiM paaraBaHHEM Y BbiNagky
Hecnakoto

MeabiaTpbl NaBiHHbI ObiLb NaiHapMaBaHbl Npa pbi3blKy Pas3BilLs paky Y A3suen

BapbisiHTbI XipypriyHara yMsilLiaHHS, KA 3HiXKaroLUb PbI3bIKY:
Lianb anepadubli Na 3HK3HHI PbI3blKi - 3MEHLLbILIb PbI3bIKY pPasBiLLs paky LWrisXxam BbiganeHHs 34apoBbixX TKaHiH Aa

Taro, Sk pak pasayeuua. 'aTa Takcama HasblBaeLLa npadinakreiyHan anepaupbisgn. Anepalbls nNa 3HPKIHHI PbI3biKi
He yxinsde imaBepHacLj 3axBapaLb Ha pak, ane 3HadHa 3Hixae se.
¢ [MpadinakTbiuHasa aByx6akoBas mactakTamisa (MAM): MNagyac raTan anepaubli naganseLya 3gaposasi

TKaHiHa ManoYHau 3anosbl, LUTO 3HiKae iMaBepHacLb pasBilLa paka ManoYHan 3ano3sbl 60mbL YbIM Ha
90%. Y aHublH, SKis pasrnagatoub MardeiMacLb npassaseHHs MM, moryub naycrtaub nblTaHHI npa
BapbISHTbl PAKaHCTPYKLbIi rpyA3en (agHayneHHe ManoyHblX 3anos 3 ganamorai iMnnaHTaTay Ui TKaHiH),
AKis MOxxHa abmepkaBaupb 3 aAMbICrioBa agykaBaHbIM Xipypram ManoyHanm 3ano3sbl. [akonbki icHyoLb
3heKTbIYHbIS CPOAKI Ha3ipaHHS 3a pakam MarodHan 3anosbl, XaHubiHbl 3 LFS moryub BbiOpaub
HasipaHHe y sKacLi npbiManbHan anbTapHaTeiBbl [NOM. Beibap namik MOM i HasipaHHeM - raTa BenbMi
acabicTae palusHHe, TaMy BaXkHa CTapaHHa pasrrnefseLb nepaeari i Hegaxonbl KoXKHara BapbIsiHTY, SKis
MOXKHa abmepkaBaLpb 3 agMbICI0Ba agykaBaHbIMi Medbl4HbIMI NpauayHikami.

ﬂa Karo 1 naBiHeH 3BApTalua 3a Menbl‘-lHaﬁ p,anamoraﬁ?

[ns poyratapmiHoBara HacTynHara HasipaHHsl BaXKHa 3HalCLi Meabl4HbIX paboTHikay, sikiv Bbl AaBspaeLe. Balbl
nekapbl NepLuanayaTkoBara 3BsiHa MOryLb [allb HEKATOPbIS 3 rAThIX Nacnyr. Y HekaTopbIxX BbiNaakax BaM MoXa
cnaTtpabiula HaBegaHHe aaMbICioBa agykaBaHblX MeablYHbIX paboTHikay. [Npbl HeabxogHacui Mel 6yasem pagebl
BblJaLlb BaM HakipaBaHHi ga cneubisnictay y Mass General.

7K A mary Becui 3gapoBbl Nag Xblyus, Kad 3MeHLWbILb Pbi3biKy pa3Bilusa paky?
KoxkHbl YanaBek naBiHEH BECLi 34apOoBbl Naf XbliLLUs, ane rata Moxa bbb ALWYs 60nbLL BaxkHa Ans Nioa3en
3 nNaBblLaHaK pbi3blkan pasBsiuuda paky. lNaBogne gaaseHbix AMepblkaHCKara aHkanariyHara rpamMmagcTsa, 30apoBbl

naj XblUUS cknagaeuua 3:
e AgmoBa ag ThITYHIO.

e [lagTpbiMaHHe HapMaribHaK Bari.
e ParynsapHaga gisiyHasa akTblyHacLb.
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3papoBas AbleTa 3 BAMikan KONbKacLto cafaBiHbl i rapogHiHbI.

AbmsaxyiLe cabe He BonbLl 3a 1-2 ankaronbHbIMi HaNosIMi Y A3€Hb.

BapaHiue ckypy i Boubl aa coHua.

Bepariue cBon apraHiam i ricTopbito XxBapobbl, riCTOPbLIO CBaén cAM'i i CBae pbi3blKi.
MpaxoasbLie parynspHbIa arnsabl i CKPbIHIHrABbIS TACTbI HAa pak.

flkas imaBepHacub Taro, WTO Yy YanbLoy Maéu cAM'i Takcama €cub naTareHHbl BapbIAHT?
e Bawsbl A3eui: Y koxHara 3 Balbix Assuen écub 50% LwaHew, ycnagkaealb HapMarnbHyo (NpaLoyHyto)
konito reHa TP53 i 50% waHew ycnaakaealb natareHHbl BapbIHT reHa TP53 (HenpaLoyHyto konito). Y
CyBsA3i 3 TbIM, LUTO NaTareHHbl BapbIHT TP53 3nyyaHbl 3 NaBbllLaHan pbi3bikan passilud paky y Asiusaybiv
y3pocLe, BapTa pasrfneaseLb MardbiMacLb NPaBsAA3eHHs FeHeTblYHara TaCTaBaHHS A1 HenayHaneTHix.
Ball reHeTbIYHbI KaHCYNbTaHT abMsipkye 3 BaMi reHeTblYHae T3CTaBaHHE BallbIX A3SILEN.

e Bawbl 6pathbl i cécTpbl i iHWbIA cBasiki: bonblwacup noasen 3 LFS ycnagkasani natareHHbl
BapbIsiHT reHa TP53 ag agHaro 3 6aubkoy. Tamy y 6onbluacui Boinagkay 6patbl i CECTpbI YanaBeka
3 naTareHHbIM BapbisHTam reHa TP53 matoub 50% imaBepHacub MeLpb Taki X naTareHHbl BapblsHT.
Anpou Taro, iHWbIA YanbLbl caM'i (Hanpbiknag, 6aubki, CTpbIeYHiki, LETKI, A3943bKi) Takcama MoryLb
OblLb CXiMNbHbIS 4@ PbICKY MeLb NaTareHHbl BapbIsHT.

o [Ha 20% non3sen 3 ciHgpomam LFS matoub natareHHbl BapbIstHT de novo (Ui "HoBbI"), LWTO
asHa4ae, LWTO sHbl 3'aynsaouua nepbiMi y cam'i, y karo écub natareHHbl BapbIsHT. bpatbl
i cEcTpbl acobay, Skist MatoLb NaTareHHbl BapbISiHT de NoVo, MatoLb TONbKi HEBATIKYHO
pbI3bIKy MeLb NatareHHbl BapbiSHT TP53. AgHak HaBaT Karni nagaspaeuua natareHHb!
BapbISHT de NOVo, reHeTblYHae kaHCyNbTaBaHHe | TACTaBaHHE YCé agHO pakameHayeuua ans
OpaTtoy i cacuép.

¢ [lnaHaBaHHe caM'i: Y HekaTopbIX NaubleHTay MoryLpb ObiLb anaceHHi 3 Harogbl Nepajaybl NatareHHara
BapbIAHTY TP53 asiusui. IcHytoub panpagyKubliHbISA MardbiMacti, SKis MOXXHa CkapbICTaub, kab
3MeHLUbILb iIMaBepHacLpb nepagadbl natareHHara BapbisaHTy reHa TP53 asiudui. Kani Bbl xovaue
Aasefauua 6onblu Npa raTbist MardbiMacLi, 3BPHILLECs 4a CBaWro reHeTblYHara KaHcyrnbTaHTa 3a
HakipoyBaHHeM.

Y nicue, Ski Bbl aTpbIMaeLie af, CBalro reHeTblYHara kaHcynbTaHTa, 6yayub Aafa3eHbl 60mbLU KAHKPITHbISA
pakaMeHAaLlbli Npa Toe, AKia cBasiki 3'aynsiouua kaHablgataMi Ha reHeTblyHae TacTaBaHHe. AQHak, Kani nacka,
He cusiCHsILecs 3BApTaLLa Aa Hac 3 foObiMi JaaaTKOBbIMi MbITAHHSMI.

[3e a mary 3Hancui gapaTkoByto iH(hapmaubIo?

He cusacHanuecs 3BapTaLLa ga Hac, Kani y Bac EcLb NbITaHHiI Ui Bbl XO4aLe atpbiMalb Ja0aTKOBYHO
iHbapmaubIto. HekaTopbls NoAasi fnivaub kKapbICHbIM NaraBapbilb 3 iHWbIMI N0A3bMI 3 ciHgpomam LFS, y skix
nagobHbIs Nnpabnemsl. Mbl 6yasem pagbl ganamardbsl Bam, kani Bbl Y roTblM 3aLikayrneHsbl.

Hi>kat npbiBea3eHbl chic 4aaaTkoBbIX KPbIHIL, iIHpapMaubli:
MGH Center for Cancer Risk Assessment
www.massgeneral.org/ccra
(617) 724-1971
American Cancer Society
www.cancer.org
(800) 227-2345
National Cancer Institute’s Cancer Information Service
www.cancer.gov/aboutnci/cis
(800) 4-CANCER
Li-Fraumeni Syndrome Association
www.lfsassociation.org
(855) 239-LFSA
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Mnacapbin TapMiHay reHeTbIKi paky:

By3sa: AcHOYHas CTPyKTypHasi i PyHKUbINHAA aasiHka nobon xbiBon icToThl. KoxxHasa By3a yaynse
caboto HeBANiKi KAHTANHEP 3 XiMiYHBIMI paybIBaMi | Bagow, NakpbiTbl MembpaHan. Yanaesevae uena
cknagaeuua 3 100 TpbinbE€Hay By3ay, LUTO hapMytoLb yCe YacTKi Liena, Takis ik opraHbl, KOCTKi i Kpoy.
OHK: Oa3okcipbibaHykneiHaBas kicnata, ui [AHK, - rata reHeTbIYHbI MaT3pbIsAn, SKi nepagaeLua ag
Oaupbkoy Aa o3sduen i Aae iHCTpyKUbli Na pasBilLi, y3pacTaHHi i LUTOA3EHHBIM (OYHKLbISIBAHHI Hallara
apraHisama.

PaHHss gbiarHocTbika: MNpauac BeisyneHHs paky, Kani €éH ToNbKi NavbiHae passiBauua.

["eH: [eH - raTta HeBAnikaa nnsuyoyka AHK, skyto gae iHCTpyKUbli ANg Bbl3HaYaHara npbi3Haka.

CnapubiHHbI NpbI3HaK: XapakTap Ui pbica, sikas nepagaeuua ag 6aubki ga asiusdi.

Pbi3bika pasBiuus paky usram xbiuus: IMaBepHacupb Taro, WITO Y Yanaeeka Lusram Xbluusa pasayeuua
pak. Yacam raTta Bbl3Ha4aeLLa sk iMaBepHacUb pasBiuus paky ga 75 ui 80 ragoy.

[MaTareHHbl BapbIAHT: 3meHa )“/ reHe, sikasi 3amiHae siro npaBianaPl npaubl. Takcama HasblBaeuLUa MyTaubIA.

Anepaupbisi Na 3HPK3HHI pbI3biKi: Anepalbis na Bbl4aneHHi 34apoBbiX TKaHiH L opraHay ga passiuus paky.
Takcama Ha3sblBaeuULUa npadinakTbl4Han anepaubisin.

HasipaHHe: CKpbIHiHraBbIisl TSCTbI Li Npauaaypbl AN1s BbIYIIEHHS paHHIX Npbl3Hakay passilus paky Ui
Aro BApTaHHSA (paublabIBY).

Cingpom: Habop npbikmeT i cimaTomay, Skid npasynstouua pasam i XxapakTapbi3yoLb 3aXBOPBaHHE L
Me[blYHbl CTaH.

"eH-cynpacap nyxniHbl: Mpbl NpasinbHan npawbl reHbI-cynpacapbl NyxmiHay npagyXxinswooub passiyué
paKy, KaHTpasnoYbl Y3pacTaHHe By3ay.
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