Onyxonu LHC.
Knaccuthvrauuvd, ocCHOBHOE
NOHATHE, ITUONOINA.




AKTYaNnbHOCTb TEMbI:

* HoBooOpazoBanus IITHC He coBceM yKIaabIBalOTCS B
OOIIECIPUHATYIO TPAKTOBKY ITOHSATHS O
T00POKAUYECTBEHHOCTH OmyxoJieii. OrpaHMYeHHOE
IPOCTPAHCTBO MTO3BOHOYHOI'O KaHayia U MOJIOCTH
YeperHON KOPOOKH 00yCIIaBIMBAIOT CAABIMBAIOIIICE
BO3JICUCTBUE OITYXOJIEW ITOU JIOKAIU3AIUUA, HE 3aBUCUMO
OT CTCNEHU MX 3JIOKAYECTBCHHOCTH, HA CIIMHHOM U
rOJIOBHOM MO3T. TakuM 00pa3oMm, o Mepe pocTa Jaxe
J0OPOKAYECTBEHHBIEC OITYXOJIX OPUBOIAT K PA3BUTHIO
TSHKEJICUIIIETO HEBPOJIOTrHYECKOro Ae(UIINTa U THOCIN
MalCHTA.

1,5 %. (=B 20 %) 1,5 pa3za qare 10-30 %




OcHOBHOE NOHATME:

* Onyxoim IITHC — HOBOOOpa3oBaHUA [IEHTPAIbHON HEPBHOM
cuctembl. O0Opa3yroTcsi B pe3ysIbTaTe HEKOHTPOJIUPYEMOTO
JCJICHUS KJIETOK, B OOJIBIIIMHCTBE CIIy4aeB — KJIETOK IVIWH,
MOCKOJIbKY COOCTBEHHO 3pEJIble HEMPOHBI TEPSIOT CIIOCOOHOCTH
K JICJICHUIO.




JTUONOINA:

[Ipuunnsb! pazsutusa onyxosier [{THC B HacTosiiee Bpems
HESICHBI. BBIIEISIOT HECKOJIBKO (PAKTOPOB PUCKA, CIIOCOOHBIX
OKa3bIBATh BIWSHUE HA PA3BUTHE JIAHHOW IPYIIbI 3a00I€BaHUM.
OCHOBHBIE CPESIN HUX

= ['eHeTHUECKUE
= Nonusupymouiee n3jiydyeHue
= HenoHusupymouiee u3jiyuyeHue

= AJJIEPruu, aTONMUYecKue 3a00/1eBaHUSI U CHCTEMHbIE
HHpeKInu

Bupycsl
= HelipokaHueporeHbl 1 MeTaJLJIbl




Kiaaccupukanus onmyxojeu roJioBHOro
Mo3ra:

¢ bennmn u Kymaura (1926 roa, CILA)
» JL.LU.CmupaoB (1962ron)
2* b.C. XomuHckoro (1969ron)

s Knaccudukamus BO3 (2000 roxg, 2007
rox, 2016 rox)




Knaccudvkauuma

Onyxo/11 roJI0BHOTO U
CMMHHOTO MO3Tla

{ BHYTPUMO3IOBbIE } [ BHEMO3IOBbIE }

| NHTpaLepebpasibHble | SKCTpaLepebpanbHble
MHTPaMeaynsipHble 3KCTpameaynnsipHble




Crernens 3510KadecTBeHHOCTH 110 1kaiie BO3 (WHO)
ONPEACIAICTCS TUCTOJIOTHUCCKUMH XapaKTePUCTUKAMU,
TaKMMHM KaK KJICTOYHOCTh, MUTOTHYCCKAS aKTUBHOCTb,
JaeoMOop(pU3M, HEKPO3 U SHJIOTEINATIbHAS
npojudepanus (HECOaHTHOTEHE3).

I crenieHb ( HU3KOW CTEIICHH )
Il cteneHb

I1I crennens

IV crencHs




Onyxonu ITHC pa3nenstoT Ha nepsuunvie (00pa30BaBIIMECS
HenocpeacTBeHHO B TKaHsAX LIHC) u emopuunsie
(MeTacTaTUYeCKUE TMTOPAKECHUS ).

* B coorBercTBUH ¢ Kiaaccupurkamuein BO3 or 2007r.,
NMepBUYHbIE ONMYXO0JHM B 3aBUCUMOCTH OT
MOP(}OJIOrHYeCKOr0 THIIA AeJIAT Ha:

* Onyxonu u3 HeUpoOINUMENbAIbHOU MKAHU

* Onyxonu KpaHuaibHvlX U CHUHAIbHBIX HEPBOB.
* Onyxonu obonouex

* MezenxumanvHovie

 [lepsuunvle meranoyumapHovle NOPaAICeHUs

* Jlpyeue onyxonu, omHocauuecs K 000104Kam
* Onyxonu Kpo8emeopHoU CUCHeMbl

* [ epmunamueHo-Ki1emouHble OnYyxXoiu

* Onyxonu XuazmaibHo-censapHou 0oiacmu




B coomeemcmeuu ¢ knaccugpuxkauueu BO3 om 2016 oensam na :

* JIuddy3nbie acTpOUMTOMBI U OJTUTOACHAPOTrUJIAJIbHBIE OIYXO0JIU

* Me3eHXxuMaJIbHbIE OIYX0JIU 000/1049eK (HEMEHUHIOTEeIMOMATO3HbIE)
* Onyxo/im U3 MEHUHIOTEJIMAJIbHbIX KJIETOK

* MesaHoTH4YeCKHE 00pa30BaAHUS NEPBUYHBIC

* [Ipoume acTpouuTapHbIE ONMYXO0JH

* [Ipoume rimomsl

* JneHaUMAJIbHbIE OIYXO0JIH

e Jlum¢pomsbIl

e [T HCTHOLMTO3BI

* OmnyxoJiM TYpeuKoro ceajia

* Onyxo/id NMHEAJbHOH 00J1aCTH

* ['epMUHOKJIETOYHBIC OIYXOJIH

* HelpoHa/ibHbIC U CMEIIAHHBIC HEHPOHAJIBHO-IVIMAJIbHBIEC OIYX0JIH
* OnyxoJim 4YepenHo-MO3roBbIX U MapacnuHAJIbHbIX HEPBOB

* OnyxoJim COCyIMCTBIX CIJICTEHUH

* JDMOpPHOHAJIbHBIE OIYX0JIH




Caenymoiue CynmHOCTH PUCYTCTBYOIIME B KiIaccupuxkanuu BO3
2007 n3bartsl u3 kiaaccupuxkanum 2016 roga:

-[JIMOMATO3 FOJIOBHOTO Mo3ra - 9381/3

-IIpoToIIa3MaTudeckas acrpoiroma - 9410/3

-pubdpmwiuIsipHas actpouutoma - 9420/3

-IPUMUTHBHAS HEWPpOIKTOAEepMaibHas omyxoib (PNET) - 9473/3
-snenauomoOiacroma - 9392/3

-KJICTOUHBIN BAPHUAHT SIICHANMOMBI




Caenywuiue CyliHOCTH ObLJIM BBEI€HbI B KJIacCH(PUKAIUH
BO3 o1 2016 roaa:

-AIIATENUOU IHAI Tiinoo1acToma - 9440/3

-muddy3Has JeNTOMECHUHTCaIbHAS [NIMOHEHPOHAIbHAS OIYyXOJIb -
no IDC-0O code

-nuddy3Has mmoma cpeaaero mosra, H3K27M-mutant
AMOpHOHAIbHAS ONYX0Jb C MHOTOCJTIOMHBIMH po3eTKamu - 9478/3

-amenauMoma RELA fusion-positive - 9396/3

-mMenyianooaactoma - 9475/3




bnaroaapio 3a
BHUMaHMe!




