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MyxniHaBbia ciHapomMbl PTEN-ramapTom IHchapmaubis npa ciHapom

KoynaHa ans cAmMen 3 natareHHbIM BapbisiHTamMm y reHe PTEN

Mama e2amal namsameki — daupb eam 0amanésyro iHgbapMaubito rpa 8bIHIKi 8allaza eeHemblYHaz2a macmy, 3 kol
8bI MOXaue asHaémiyya i abmepkasaub ca ceaimi nekapami. [JacnedHiki npausieearoup ebigyqaub 2eH PTEN,
mamy, Kasi flacka, ad3iH pa3 Ha 200 3espmaliuecsi Oa ceaix riekapay, kab nasHaub HO8Yy0 iHGhapmaubito, sikasi
Moxa bbiub 8axkHasi Orisi 8ac i Yanbyoy eawad cam'i. ([acapbili MedbiYHbIX MapMiHaY, SKis NadKpICieHb! y
29mbIM OaKyMeHUe, a/1. Ha anowiHsU cmapoHUbl).

Y Bac natareHHbl BapbIsiHT y reHe PTEN i pbisirHa3 "ciHapom Koyaaxa".

LLTo Takoe cnag4blHHbI paK?

Pak — nawbipaHas xBapoba. Y koxHara Tpausra xbixapa 3LUA usram xbiLua passiBaeLa TOM Ui iHLWbI
ThbIN paKy.

Kansa 5-10% pakaBbix 3axBopBaHHsy (4a 1 3 10) 3'aynsatouua cnagybiHHbIMI. CnagyblHHbI pak
y3Hikae, kani Yanaeek Hapamxaella 3 NaTareHHbIM BapbigHTaM (Takcama BA4OMbIM SK MyTaubis) Y
reHe, siki naBsAniyBae imaBepHacLb pasBiuLs N3yHbIX ThiNay paky. MaTareHHbl BapbISHT MOXa
nepagasalla ajg agHaro nakaneHHs ga gpyrora.

3asBblvan, ceM'i 3 ciHgpomam KoyasHa matoupb agHy Li Hekanbki HACTYMHbIX acabnisacusy:
o Pak manoyHai 3ano3bl Y )aH4bIH
Pak i By3nbl LU4bITaBiCTal 3anosbl
Pak aHgameTpbis
Maninbl cTpayHikaBa-KillayHara TpakTy
Makpavadpanis (Baniki namep ranaebl)
CneublivHbIA CKYpPHbIS NpasiBbl
TBapbl, LWITO MatoLb BonbL agHaro 3 raTbiX NPbIKMET
Hekanbki YanbLoy caM'i 3 pakaBbIMi 3aXBOPBaHHAMI i/Uj iHLWbIMI NpbI3HakaMi ciHgpomy KoyasHa

O O 0O O O O O

LLiTo Takoe natareHHbl BapbIAHT?

[OHK - rata Halu reHeTbI4HbI MaTapbIAn, Ski nepagaeLua ag 6aubkoy Aa Assuen. EH amsawyae iHCTpyKLbi
npa Toe, SIK Halbl Lenbl pa3siBatouua, pactyLb i PyHKUbISHYOLL. [eH - raTta Hessanikas Jyactka AHK, skas
BbIKOHBae BbI3Ha4YaHyto npawy y apraHiame. HekaTopblisi reHbl Bbi3Ha4atoLb Takis XxapaKTapbICThIKi, K
Konep Bayan Ui y3pocT, TbiM YacaMm §K iHLbIA reHbl 3flydaHbl 3 HallbIM 30apoyem.

Ba ycix Hac écup BapbIsLUbli Y reHax, skia pobsub Hac HenagobHbIMI aa3iH Ha agHaro. bonblias yacTtka
raThIX BapblALbIA HE 3MSAHSIOLL NPaLbl HaLLbIX reHay. AQHaK HekaTopbls BapbIsubli canpayabl
nepaLlkagykatoLb CriylHam npaubl reHa. [3Tbl Thin BapbisUpbli 3aBeLLa NatareHHbLIM BapbisgHTaMm L
MyTaubIsA.

Yamy HastyHacub ratara natareHHara BapbIsiHTY NpbIBoA3iUb Aa NaBbillaHaW PbI3bIKi
pasBiuus paky?

Mpaua resa PTEN 3akniovaewuua ¥ npagyxineHHi paky. EH HasbiBaeLua reHam-cynpacapam nyxiHbl.
[Mpbl NpaBinbHaW Npaubl FreHbl-Cynpacapbl NyxniHay Aanamaratoub npagyxiniub pak, KaHTpantolybl
y3pacTaHHe i A3a5eHHe KneTak.

JTroagsi, skig Hapaagsinica 3 naTareHHbIM BapbisHTam PTEN, matoupb TorbKi agHy npauoyHyo KOMito reHa
PTEN, Tamy pbli3blka passilud paky y iX BbILLSNLLASA 3a CAPIOHSE.
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Akis aHKanarivyHbIs pbl3bIKi 3BA3adHbl 3 NTbIM NaTareHHbIM BapblﬂHTaM?
e Jlioasi 3 ciHgpomam KoyasHa MatoLb NaBbilLaHyto pbi3biKy pasBilLs NayHbIX Thifnay paky, Akis anicaHbl y
Tabniubl HiXK3N.

Tabniua: Phi3bika pa3Billua paky uaram XKbiuus (LaHewl 3aXxBap3Lub pakam y KOXXHbl MOMaHT XbILLis)
Tloasi, y akix Hama Jlioasi 3 cingpomam

nartareHHara BapbIsHTY KoygsHa

Pak manoyHan 3anosbl Y xaH4blH 10-12% 25-50%

Pak sHOoameTphbIs (MaTki) 2-3% 5-10%

Pak wybiTasicTan 3anosbl (38bl4aviHa danikynspHb!) 1% 3-10%

KanapakranbHbl pak 4-5% 9-16%

HblpkaBa-kneTkaBbl pak 1-2% MarybiMa naBbILLSHHE

MenaHoma 2% Marybima naBbILL3HHE

KipayHiuTBa na reHeTblLbl rpyA3en, sevHikay i nagcTpayHikasav 3anosbl HaubissHanbHam ycéaxonHam aHkanariyHanm ceTki, Bepcisa 2.2021

e Jlioagsi 3 ciHgpomam KoyaeHa Takcama Moryub MeLpb gabpasikacHbls (HepakaBbls) NyXiHbl i iHLWbISA
isivHbIA acabniBacLi, Takia sK:
o [Maninbl TOycTam KiLKi | cTpayHikaBa-KiLLa4yHara TpakTy: raMapToMbl | raHrmniaHeypoHbl, >90%
naubleHTay
[abpaskacHbll NnapaxaHHi WybITasicTan 3ano3bl, 30-68% naupleHTay
[abpaskacHas nyxniHa mo3ary: XBapoba Jlepmitra-[3tokno (XJ1), ~30% naupleHTa
Bsaniki namep ranaebl: Makpauadanida, >80% naupleHTay
CkypHbIS NpasyneHHi: MakynapHasi nirMeHTaLubls ranoyki nonaeara YanbLa, TpbIXinemsl,
aKparnbHbIS KepaTo3bl, HEYPOMbI CridicTan abanoHKi i naninoMel NapaxHiHbl poTta

O O O O

e [lpbiBeA3eHbIs BbILWAN NivObI NakasaHbl y BbIrMaa3e Ablina3oHy. [[9Ta 3rnyyaHa 3 ThiM, LWTO He yce
ceM'i/iHabIBIAbI MatoLb agHOMNbKaByo CTyMNeHb Pbi3blki. Ha pbi3biky MOryLb yrnbiBaLb hakTaphbl
HaBaKorbHara acapoaass, nag Xboluus, acabictas rictopbis XBapoObl, CIMENHAs FiCTOPbIS paky,

i Takcama iHLWbIA reHeTbIYHbISA Ui HeBAOOMbIS hakTapbl.

Lli marybima Bbinpasiub natareHHbl BapbIAHT?

Ha »anb, Bbinpasiub natareHHbl BapbisHT y reHe PTEN nakynb He yaynseuua mardbiMbiM. AQHaK MOXHa
3MSHILb CBaé NsIY3HHE | HeKaTopbis paybl Y CBaiM Nnaase xbliuus. Balww nekap (nekapbl) pasam 3 Bami abmsipkye
raTbisi BapbIsHTbI | CKINaA3e MnaH NAYSHHS, SKi NagbIXoasilb MeHaBiTa BaMm.

Akis pakameHaaubli Na NAY3HHI?
PakameHgaubli na MeablMHbIM abenyroyBaHHi nogsen 3 cingpomam KoyaoHa ranoyHbIM YblHAM CKaHLUBHTPaBaHb!
Ha HasipaHHi i XipypriYHbIM YMSILLAHH.

HazipaHHe:

MaTaw HasipaHHS (Takcama "CKpbIHIHM") 3'aynseula sk Mara paHenLae AbISrHOCTbIKa paky. HaBykoyLubl

i JaKkTapbl He MOryLb Npagyxiniub passiuué paky, ane BaxkHa Aro paHHse BbldyneHHe. Kani pak BbisynseLua Ha
paHHARN CTaabli, iMaBepHacLb nacnsaxoBara Na43HHSA BbILLSW. ICHYOUb BENbMi 400OpbIS MeTaabl HasipaHH:A ans
HekaTopbIX, ane He Ang ycix Tbinay paky.

Y Tabniubl HXX3M NpbIBEA3EHbI pakaMmeHZaubli na HagipaHHi 3a acobami 3 natareHHbIM BapbiHTam PTEN
(apantaBaHa 3 KipayHiuTBa na reHeTbiLbl MariovHam 3anosbl, seyHikay i nagcTpayHikaBar 3anosbl HaubisHanbHam
ycebakoBaw aHkanariyHam ceTupl, Bepcis 2.2021). 3espHiue ysazy, wmo eama aayrbHbisi pakameHoaubli. [1ayHbis
pakameHOaupli Orisi acobHbIX naublieHmay i csameli Mo2yub adpo3Hieayua.

Tbin paky PakameHpaubli na HasipaHHi

Pak wybiTasicTan 3anosbl Y] wyblTasicTam 3anosbl WTOragoBae, navbiHatoubl 3 7 ragoy

KanoHackanis koxHbls 5 ragoy, nadbiHatoubl 3 35 ragoy

Pak/naninbl ToycTtam Kiluki o o . o
(Managsen i/ui yacuen, y 3anexHacLi ag camenHara aHamHesy)

Pak HblIpki YI'[] Helpak koxHbIA 1-2 ragpl, NadbiHatoubl 3 40-ragoBara y3pocTy
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ParynspHbIs LUTOMECSAYHbISI camaabcenenaBaHHi ManoYHbIX 3amos,
naybliHatoubl 3 18 ragoy

KniHiuHae abcrnenaBaHHe rpyasen koxHbIs 6-12 mecsauay,
nayblHatoubl 3 25 ragoy (Ui paHen, y 3anexHacuj ag camenHara

Pak mano4vHawm 3anosbl (KaH4blHbl)
aHamHesy)

LLiItorapoBasi Mamarpadisa 3 TaMaciHTa3am, kani €cLib MardbiMacLib,
i MPT Manou4HbIx 3ano3 3 kaHTpacTtam, naybiHatoubl 3 30-35 ragoy
(ui paHel Ha nagcTaBe csiMenHara aHamHesy).

[akasaHaw kapbICLji af CKpblHiHra Hama. Pasrnsganue mardbiMacLb
Pak angameTpbis npaBsaa3eHHs Giancii sHaameTpbis KOXHbIA 1-2 ragbl. XyTkae
paaraBaHHe Ha CIMNTOMbI (HanpbIknaa, aHamarbHbl KpbIBaLEK)

lNoyHae wwiToragoBae MeapiuHae abcrneqaBaHHe.

PasrneasbLie MarybiMacLp LWTOragoBara gepmaranariyHara

: abcnenaBaHHs.
IHWbIS pakameHaaLbli

PasrneasbLie MardbiMacup NpaBsa3eHHs ncixamatopHam audHki | MPT
ranayHora Moasry y A3siLen.

HaBy4aHHe nNpbIKMEeTaMm i CiMNTOMaM paky.

BapbisiHTbI XipypriyHara ymsiLaHHs, siKisi 3HDKaloLUb pbI3bIKy:
Lianb anepadlbli Na 3HK3HHI PbI3bIKi - 3MEHLLbILb PbI3bIKy Pa3BilLsa paky WNSxam BbiaareHHs 30apoBblX TKaHIH
[a Taro, sk pak pasayeuua. ['aTa Takcama HasbiBaeLLa npadinakTbiyHan anepaubisn. Anepaublst Na 3HPKIHHI
pbI3bIKi He YXinse imaBepHacLi 3axBapalb Ha pak, ane 3HayHa 3Hixae se.
e Ticrapakramis: Nagyac raTam anepaupli Nnaganseyya maTka, kab 3MeHLbILb PbI3bIKy pa3sBiLusa paky
3HOameTpbIs (paky crisictan abanoHki maTki). lNicTapakTamia nasiHHa abmsApkoyBauua 3 yCiMi XaHublHaMi,
AKis 3'aynswouua HocbbiTami natareHHara BapblsHTY PTEN. YKaHublHbI, SiKiS nnaHyoub MeLb A35LeN,
MOryLUb pasrneselb raTy anepaubito, kani y iX y»ko écub A3eL.

¢ [padinakTbivyHas aByxbakoBasa mactakramia (MAM): MNagyac ratan anepaupli nagangaelya 3gaposas
TKaHiHa Mano4YHaw 3anosbl, LUTO 3HiXKae imaBepHacLb pasBilLs paka ManoYHan 3anosbl 605bLL YbIM Ha
90%. Y *aH4blH, SKiS pasrnggatoub MardybiMacupb npassaseHHs MM, moryub nayctaupb NbiTaHHI npa
BapbIsIHTbI PAKaHCTPYKLbIi FpyA3en (agHayneHHe ManoyHbIX 3ano3 3 ganamoran imnnaHTartay Ui TKaHiH),
AKi MOXXHa abmMepkaBaLb 3 aaMbICIIOBa agykaBaHbIM Xipypram ManodHan 3anosbl. [akonbki icHyoLb
3peKTbIYHbIS CPOAKI Ha3ipaHHSA 3a pakam MaroyHaK 3ano3bl, XKaHublHbl, SKiS 3'aynawouua HocbbiTami
naTtareHHbIx BapbisHTay PTEN, Moryub BbibpaLpb HasipaHHe y skacLi npbiManbHar anbTtapHaTbiBbl MOM.
Bobi6ap namix MNOM i HasipaHHeM - raTa BenbMi acabicTae palaHHe, TaMy BaXkHa CTapaHHa pasrneaseup
nepasari i Hegaxorbl KOXHara BapblIsHTY, SKis MOXHa abMmepkaBaub 3 agMbICrioBa agykaBaHbIMi
MeabI4HbIMI NpauayHikami.

Ll,a Karo 1 naBiHeH 3BApTauua 3a Me,qbquaﬁ p,anamoraﬁ?

[na poyratapmiHOBara HacTynHara HasipaHHs BaXkHa 3HalCLi Meabl4HbIX paboTHikay, sikiM Bbl faBspaeLe.
Balubl nekapbl nepluanadaTkoBara 38sHa MOryLib Aallb HEKATOPbIS 3 rAThIX Nacnyr. Y HeKaTopbiX BbiNagkax
BaM MOXa crnaTtpabilua HaBedaHHe aaMbICIOBa afykaBaHbIX Meapbl4HbIX paboTHikay. Mpbl HeabxoaHacLi Mbl
Oyasem pagbl Bbiaalb BaM HakipaBaHHi Aa cneubianictay y Mass General.

AK 2 mary Becui 34apoBbl Nnaa Xblyus, Kad 3MeHLWbIUb PbI3bIKy pa3Bilusa paky?
KoxHbl Yanaeek naBiHEH BECLi 34apOBbl Naf, KblLLs, ane rata Moxa Obiupb Aw4s 60nbLl BaxkHa AN noa3en
3 NaBblllaHan pbi3blkan pas3Bsiuus paky. lNaBoane gaaseHbix AMepblkaHCcKkara aHkanariyHara rpaMagcTea,
30apoBbl Nag XKblULUsa cknagaeuua 3:

e AamoBa ag ThITYHO.
MagTpbiMaHHe HapmanbHam Bari.
ParynsapHas disiyHasa akTblyHacup.
3napoBas gbleTa 3 BAnikan Konbkacuto cafaBiHbl i rapogHiHbI.
AbmMspkyiLe cabe He Bonbll 3a 1-2 ankaronbHbIMi HaNosIMi Y A3€Hb.
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e bapaHiue cKkypy i Boubl af CoHLa.
e Bepawiue cBoW apraHiam i ricTopblto XBapobbl, FiCTOPLIO CBaél caM'i | cBae pbI3biki.
e [paxoasbLe parynsapHbIs arnsapl i CKPbIHIHMABbIA TACThI HA Pak.

fkasa imaBepHacub Taro, WITO Yy YanbLOy Maéun cam'i Takcama écub naTareHHb!
BapbIAHT?
e Bawbl A3eui: Y koxHara 3 Balbix A3ssuen écub 50% LwaHew, ycnagkaeaub HapMarbHY0 (NpauoyHyto)
konito reHa PTEN i 50% waHey, ycnagkasaub natareHHbl BapbIsHT reHa PTEN (HenpauoyHyto Konito).
Moxa icHaBaub pbi3blka pasBiLUsa A3iLsYblX NyXiH Y naupleHTay 3 natareHHbIMi BapbigHTami PTEN,
i Tpaba pasrnggaub MardbiMacLb reHeTblMHara TacTaBaHHs A3suen. 3BspHiLecs oa ceanro
reHeTblMHara KaHcyrnbTaHTa, Kani y Bac €CLb N3YHbISA NbITaHHI, LUTO KpaHatoLp BaLlbIX A3SLEN.

e Bawbl 6patbl i cECTpbI i iHWbIA cBasiKi: Y 6onbluacli Boinaakay 6patbl i CECTpbl YanaBeka
3 natareHHbIM BapbisitHTam reHa PTEN matoub 50% imaBepHacLb MeLb TaKi XX naTtareHHbl BapbIsiHT.
Anpou Taro, iHWbIA YanbLbl caM'i (Hanpblknag, 6aLbki, CTpbIeYHiKi, LETKI, A3943bKi) Takcama MoryLb
OblILb CXiNbHbIA Aa PbICKY MeLb NaTareHHb! BapbIsiHT.

e [naHaBaHHe cAM'i: Y noasein 3 natareHHbIM BapbissHTam reHa PTEN moryub Obiub anaceHHi HaKOHT
nepagaybl natareHHara BapbisHTy reHa PTEN fgiuaui. ICHytoLb panpagyKLUbIiHbIA MardbiMacLi, sKis
MOXHa cKapbiCTaLb, kab 3MeHLUbILb iMaBepHacUpb nepagadbl natareHHara BapblsHTy reHa PTEN
Asiuaui. Kani Bbl xovaue gasegauua 6onbLu npa ratbid MardbiMacli, 3BapHiLeca Aa cBamnro
reHeTbldHara KaHcyrnbTaHTa 3a HakipoyBaHHEM.

Y nicue, Siki Bbl aTpbiMaeLie af CBalro reHeTbldHara kaHcyrnbTaHTa, Oyayupb AaaseHbl 60blU KaHKPITHbISA
pakaMmeHAaubli Npa Toe, AKia cBaski 3'aynsiouua KaHablgataMi Ha reHeTblYHae TacTaBaHHe. AgHak, Kani nacka,
He cusaCHANLEecs 3BsapTaLLa Aa Hac 3 NobbIMi 4a4aTKOBbIMI MbITAHHAMI.

O3e a mary 3Haucui gapaTtkoByto iHchapmaubIo?

He cuscHsanuecs 3BapTauua ga Hac, Kani y Bac €CLb MbITaHHi Lj Bbl Xo4aLe atpbiMalb 4aOaTKOBYHO
iHdbapmaLbIto. HekaTopblia noasi nivaup KapbIiCHbIM NaraBapbliub 3 iHWbBIMI N0A3bMi 3 NaTareHHbIM BapbiiHTaM
reHa PTEN, y sikix nagoBHbls npabnemsl. Mbl 6yasem pagbl AanaMarysl BaM, Kasi Bbl Y raTbIM 3aLikayneHbl.

Hixal npbiBeA3eHbl CNic 4aaaTKoBbIX KPbIHiL, iHpapmaLbli:

Center for Cancer Risk Assessment
Mass General Cancer Center
www.massgeneral.org/ccra

(617) 724-1971
American Cancer Society
www.cancer.org
(800) 227-2345
PTEN Foundation
www.ptenfoundation.org
ptensyndromefoundation@gmail.com
Hereditary Colon Cancer Takes Guts
www.hcctakesguts.org
info@HCCTakesGuts.org
PTEN World
www.ptenworld.com
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nacapbin TapMiHay reHeTbIKi paky:

e Bysa: AcHoyHas CTpyKkTypHas i pyHKUbINHaA agsiHka mobov xbIBOM iCTOThl. KoxkHas By3a yaynsae
caboto HeBAMiKi KAHTANHEP 3 XiMiYHBIMI paYbIBaMi | BaAOW, NakpbITbl MeMbpaHan. Yanaseyae uena
cknagaeuua 3 100 TpbinbEHay By3ay, LWTO hapMytoLb YCe YacTKi Liena, Takis ik opraHbl, KOCTKi i KpOY.

e [HK: Os3okcipbibaHykneiHaBas kicnaTa, Ui [HK, - rata reHeTbluHbl MaTapbIsn, Ski nepagaelua ag
GaupbKoy Aa A3duen | Aae IHCTPYKLbli Na pasBsilLi, y3pacTaHHi i LUTOA3EHHBIM (OYHKLbISIBAHHI Hallara
apratiama.

e PaHHss gbiarHocTbIka: [Npauac BeiAyneHHs paky, kani €H Tonbki NavbiHae passisauua.

e [eH: [eH - rata HeBAnikasa nnsauoyka OHK, akyto gae iHCTpyKUbli ANs Bbl3Ha4yaHara npbi3Haka.

e CnapguyblHHbI NpbI3HAK: XapakTap Ui pbica, akas nepagaeuua ag 6aubki aa Asiusui.

e Phi3bika pasBiuLs paKy uaram Xbiuus: IMaBepHacLb Taro, LWUTO Y Yanaeeka usaram Xbiuusa pasayeuua
pak. Yacam raTa Bbi3HavaeuUa sik imaBepHacLpb passilus paky ga 75 ui 80 ragoy.

e [laTareHHbl BapbISHT: 3MeHa y reHe, skasd 3aMmiHae Aro npasinbHan npaubl. Takcama HasblBaelLa
MyTaLbISIA.

e Anepaupisi na 3HPKSHHI pbI3bIki: AnepaLibisi Na BblAaneHHi 30apoBbIX TKaHiH L opraHay Aa pasBsilus paky.
Takcama HasbiBaewUa npadinakTblyHay anepaublsn.

e HasipaHHe: CKkpbIHiHraBbls TACTbI Ui Npauaaypbl Ans BbIAYNEHHS paHHIX Npbi3Hakay passiuus paky i
Aro BApTaHHSA (paublabIBY).

e Cingpom: Habop npbikMeT i ciMnToMay, sikis npasynsouua pasam i xapakrtapbl3ytoLb 3aXBOpBaHHE L
MeblYHbl CTaH.

e [eH-cynpacap nyxniHbl: [Npbl NpasinbHan Npaubl reHbl-Cynpacapbl NyxniHay npagyxXinsaous passiuué
paKy, KaHTparnoYbl y3pacTaHHe By3ay.
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