PaK y B3pOC/abIX. HY>XHO N
obcnenoBaTb AETEN ?

AHHa EndummoBa, AeTCKUN OHKONOT

HMWL, oHkonornm um. H.H. broxnHa, kKnnHunka DocDeti



[Toyemy BO3HWMKAOT OMyX0/1n?

IOHK — XpaHWUT 1 nepepaer
HacneaACTBEHHYIO
MHPOPMaLUIO

MY TALNS

MyTaunAa — nsmeHeHue B
OHK




OCHOBa Pa3BUTUA OHKOOTMYECKMX
3a00/1eBaHMM — reHeTnYecKme n3ameHeHms

HacnepcrBeHHbIe — nepepatowmeca no Hacneacrtsy — 5-10%

CemeMHbIe — Bo3HMKAIOT B O4HOM cembe y ABYX Unn bonee

POACTBEHHUKOB (MOTYT ObITb BbI3BaHbl, KAK reHETUYECKUMMU
dbaKTopamu, Tak U GakTopamm okpyKatowen cpegbl) — 10-15%

CI'IOpap,VI‘-IECKVle — BO3HWKM CNOHTAHHO, BAUSAAHUE PAKTOPOB
OKpYy*Katowen cpeabl — 75-80%



PaKTOPbI BHELIHEWN Cpebl

* KypeHune

* ConHe4vHaa paguauyua
* OXupeHue

* UHDeKuum

* [lnweBble NPUBbIYKU

* Hu3Kaa pmsnyeckas
aKTUBHOCTb




[eHbl, KOTOPblE BAUAKOT Ha PAa3BUTUE
ONyXoJien

OHKoOreHbl — 6ecKOHTPO/IbHbIN POCT U Ae/IeHNe KNeToK

[eHbl-OHKOCYNpPeccopbl — B HOPME KOHTPOIUPYIOT
aAeneHne HoOpmMmaJibHbIX KN1EeTOK U rmboenb «aHOMaNbHbIX»

leHbl penapauun AHK — otsBevatoT 3a ucnpasnenme
OLWKMOOK B reHEeTUYECKOM MaTepunane KneTku



Hanun4yue
HacneaCTBEHHOM
MYyTaLMn

PasButue
ONyXonu




[loBbIaeTcAa pUCK

Hanunyune
HacneaCcTBEHHOMU Pa3BUTUA
MyTaLnmn OHKONOIrMYEeCKUX

3aboneBaHUM



MyTtauuu

/N

HacnepcreBeHHble HeHacnepacTBeHHbIe
* B nonoBoun KneTke * ComaTunyeckas
¢ MaTepman ANA K/Z1eTKa

nccnenoBaHMA — * MaTepuan gna

KPOBb nccnegoBaHmMaAa —

TKaHb OMNMYyXOJ11



dDaKTopbl, KOTOPbIE NO3BOAAOT 3aN0A03PUTb
HacneACTBEHHbIE ONyXOau

* PAHHWMI BO3pacT BO3HMKHOBEHUA paKa (o 45 ner)

* HECKONbKO onyxoien y oaHOro 4eaoBekKa

* PegKne onyxonu

* OHKONIOTM4YecKne 3ab01eBaHMA B HECKO/IbKUX MOKONIEHMAX CEMbU

* OHKONIOrM4YecKne 3aboneBaHmA, CBA3aHHbIE C BPOXKAEHHbIMU
nedbeKkTamu



[eHeTnYecKoe KOHCYNbTUPOBaHMeE

- BEPOATHOCTb
Pa3BUTMA 1

- CPOKM HabntoaeHns




OnNyXxonu, xapakTepHble A1A HacneaCTBEHHbIX
OMyX0/1eBbIX CUHAPOMOB

B 50% cny4aeB accoummpoBaHbl C CUHAPOMaAMM:
* DeoxpomoumToma, naparaHrnmoma (VHL, MEN2A/B, NF1)
* MeHuHrnoma (NF2)

* 3/10Ka4YeCTBEHHAsA Onyxoab 06ono4YeKk nepudepmnyeckmnx
HepBoB (reH NF1)



HacneacTBeHHblE OMNYyX0A€eBbIE CUHAPOMbI Y
neTeu

=" CuHApom JIn-®GpaymeHu

" Henpodunbpomartos 1 Tmna

" HacneactBeHHasa HempobiacTtoma

" HacnheacrtBeHHasa peTmHobaacToma

=" CeMenHbIN aeHOMATO3HbIN MOJINMO3
" CUHAPOM HOBEHW/IBHOTO MOJINNO33

= CuHapom bekButta-BugemaHa

" Ty6epo3HbIN CKNepos



HacneacTBeHHblE OMNYyX0A€eBbIE CUHAPOMbI Y
neTeu

= WT1l-accoummnpoBaHHblie CUHOPOMbI

=" CuHapom HyHaH

* HacneacTBeHHbIM cMHAPOM peoxpomoLmnTom/naparaHrMMom
" CnHppom MNentua-Erepca

= CuHapom M>2H

= CuHgpom Jlyn-bapp

=" DICER1-cuHapom

" CnHgpom ¢oH M'mnnena-J/innpay



[TOBbILWEHHbIN PUCK Pa3BUTUA paKa y pebeHKa

MepBUYHbIE UMMYHOAEPULUTBI (CMHAPOM JlenKko3bl, "(MMPomMbI 1 Apyrme
HunmereHn, cuHgpom Buckotra-Ongpuya, TKUH)

CuHapom [ayHa Jlenkos, peTmHobnacTtoma

CuHagpom beksutta-BugemaHa Onyxonun no4ek

CnHapom [leHuca-Apawa Onyxonu noyek

CuHapom KnanHdenbrepa J1erKo3bl, rePMMUHOTEHHO-K/IETOYHbIE OMYyX0NU

AHemuna OaHKOHMU J1eMKo3bl, NJIOCKOKNETOYHAA KapLUMHOMA

AHemua JanmoHaa-bnekdeHna Jlenkos, mmenogmncnaacTMYecknim CUMHAPOM

ATaKcuA-TeneaHrnaKTasmA NlTumpombl, nenkossbl, onyxonb LHC n apyrume

HenpodunbpomaTtos 1 n 2 Tmna Mnoma, onyxonb U3 obono4ek nepupepuyeckmnx
HepBOB

Tybepo3HbIi CKNepos Onyxonu LUHC, pabaommnocapKkombl




3a4yeM BbIIBAATb TaKME CUHAPOMbI?

* CoOKM M 3Tanbl HAbntogeHUA
* PenpoAyKTUBHAA meaAnUUHA NPWU NN1aHUPOBAHUN CeMbU
* HanpaBaeHHaA TepanuAa

* Hemcnonb3oBaHuUe onpeaenieHHbIX mMetTogoB 1e4eHUA



ECTb 11 CMbICH
obcnenosaTb BCEX?

OrpomHoe Ko/a1M4yecTBO reHoOB

Het 100% BepoAaTHOCTH
PA3BUTUA ONYXOU

CnoXHo n goporo

ML TA

I : i
85

No. teslnd




Y meHsa pak. Hy*kHO nn obcneaoBaTb MOUX
neten?

HET

eCTb HHOaHCbl



Cnacunbo 3a BHMMaHUe!



