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Mepgynnobnactoma

HeunpoanutenuanbHble ONyXonn aMOpMoHanbHOro
TuUna, IV cTeneHun 3nokavyecTtBEHHOCTU, KOTOpbIe
BbIABNATCA NPENMYLLECTBEHHO Y AETEN U
XapaKTepu3yrTCca arpecCuBHbLIM Te4YEHUEM,
ObICTPbIM MeTacTa3npoBaHNEM N YaCTbIM
peunanBUpoBaHNEM



ANMaemMunosnorng

* OTHOCUTENbHAA YacToTa B CTPYKTYPE OMyXOrewn -
20%

* 0,5-0,7 cnyyaeB Ha 100 000 geTckoro HaceneHus

* Bo3pacTHble NUKK: 3-5 nerT, 8-10 NeT; TPeTbA U
yeTBepTasa gekaaa Xn3Hu (KpanHe peako)

* CooTHoweHne M:XK 1,7-1,1 (3aBncuT oT reHoTUNA
Onyxonwn)



OTNONOMMA U natoreHes

* JlocTOBEPHbIE ITUOMNOMMYECKUIA (PaKTOPbl HE N3BECTHbI

°* MyTaummn CTPYKTYPHbIX U PErYNATOPHbIX FTEHOB:  uameHeHus

nyTeN cUrHasabHoOW aktuBaumy v nposangepaLmnm smpurnoHasibHbIX KIIETOK U UX
AN pepeHUNPOBKU, akTuBaLUns OHKOreHOB 1 nogasBJ/ieHne reHoB-CyrnpeccopoB



Mopcbonorvm

* OKpyrnoe, KUCTO3HO-CONMMAOHOE

obOpa3oBaHME C YETKUMU
KOHTYpaMWu

* VIHBa3MBHbIN POCT

(MHpUNBETPaUMA N NpopacTaHmne
OKPY>XarLLNX CTPYKTYP)

* BbipaXeHHbI Mmacc-ad@eKT

(OTTECHEHME CTBONA U
MO3XXeuKa)




TnnnyHaa nokanmsauus

VERMIS involved with large movements

OnyXOnb Cpeﬂ'Hem JTINTHNI ',..?ftheentirebodyandposture
ObnacTtb 4YepBs MO3XKeYKa Ly

IV Xenygodek, nHoraa
BpacTad B CTBOJ1 MO3ra

CEREBRAL HEMISPHERES

involved with fine movements of the extremities

(arms, legs, feet, hands)

HWXHUX MO3roBou napyc

Cerebellum



| lyTn meTacTtasnpoBaHus

* JInkBOpHbIE NMyTHN (0DONOYKM

ONOBHOIO WU CMUHHOIO MO3ra) -
60% cny4aeB

* [lpopacTtaHune u
MHPUNBTPaUna gHa
YeTBEPTOro Xenyagoyka

* Macc-adp®EeKT: OTTECHEHME

4yepBsi MO3)Xe4Ka 4yepes
TEeHTOpUarnbHoe OTBEPCTUE,
MUHAOANMMH MO3Xe4Ka - Yyepes
DonbLoe 3aTbIIOYHOE
oTRencTue

- MecTo BcachIBaHHA JIMKBOPAa B BEHO3HYIO
KpOBb ([1aXHOHOBEI TPAHYIIALINH)

BeHO3Hasa KpOBb

Cy0apaxHOHOAILHOE
IIPOCTPAHCTBO T'OJIOBHOTO MO3Ta

<} ||~ Mecrto o6pazoBaHHs THKBOpa

IbOKOBEIE ACITYOJOYKH MO3Ta

— 3= JKenyoo4eK MOo3ra

Tmas |

-~ CIIHHHOH MO3T
CeryaTtka | . e
Inasa | \ . CybapaxHOHIAIbHBIE
Cy6GapaxHOHOATBHOE \ il IIPOCTPAHCTBA CITHHHOTO
IIPOCTPAHCTBO MO3ra

['unodus



+ tmepean vl MBS LGKAS KARTMHA. comurw: 3-6

mMecsaues

* Ha momeHmM oduacHocmuku ouaaHo3a 40% Ooemeu umerom

mMemacmamu4yeckoe, beccuMnmomMHoe pacrpocmpaHeHUe rno JIUK8OPHbIM
nymsim

°* ToyaHOCTM ANArHOCTUKMU Y AieTen rpyaHoro Bo3pacra (Makpouedanus,
3agepXKKa pasBuUTUSA, BANOCTb, TOLLHOTA, pBOTA, NOTEPS NPMOOPETEHHbBIX HAaBbLIKOB)

* Knaccu4yeckas Tpuaga y 6onee crapwmx geTen: roriosHas 0ornb, BANOCTb,

pBOTa (Kak npaBuno, 6e3 npealwecTByOLWEN TOWHOTbI) - CUMMTOMbI NOBbILLEHUS
BY/]

°* B 3aBMCMMOCTMU OT JlIOKanu3aLum n pasmepa onyxosim: MO3)Xe4koBas aTakCus,

HapyweHnda 3peHnA, ABUraTeribHblEe paCCTpOVICTBa, HapyLieHune KOTHUTUBHOW
~rohankl DAaACCTNOIACTRA NLIYATAALUNAMNN lIaWUTHhA AWUMNAKYDUMHLNIA 1 canhaulWNIA



IllnarHocTuka

[lonHoe KnMHu4Yeckoe obcneaoBaHue: HEBPOSTOMMYECKOE,

opTanbmornormnyeckoe, JIOP-obcnegoBaHme - 4o onepaunmn, 8 CyTKu
nocne onepauuu

MPT ronoBHOro mosra ¢ KOHTPacTHbIM YCUITEHUEM - OO0 onepauun, B
nepBble 24-7/2 nocne onepauuun (+ MPT cnnHHOro moara)

[TlpoBegeHne rMCTONOrM4eckoro U MoneKkynspHO-reHeTU4eCcKoro
MccrnegoBaHUs Onyxonu

LinTonornyeckoe nccnegosaHue nuksopa, MPT ronoBHOro n cnMHHoOro

mo3ra Ha 10-14 peHb nocne onepaunn (HeNOCPEOCTBEHHO nepen
ny4yeBOU Tepanuen)



MP-Bn3yannsauua

KuctosHo-connaHoe obpasoBaHue - meaynnobnactoma B |V xenygouke
CcOo cnabo-BblpaXXeHHbIM nepmndoKanbHbIM OTEKOM. KNCTO3HbIE MOMOCTH
N NETPUMPUKATbl HE XapaKTEpPHHbI.

Puc.755 MPT T2 tra_. Puc.756 MPT T2 cor




[napouedanms - paclumpeHmne 60KOBbIX XKeNya04KOB,
conpoBoXaatoLleecsa NepuBeHTPUKYNAPHbLIM NPONUTbIBAHUEM
NIMKBOpPa C pa3BuTtnem rmwuosa (757 puc.) ['pbika MO3KEeYKOBbIX
MWUHAANMH B O0NbLLUOE 3aTbINTOYHOE OTBEPCTUE U rnapouedanus
(758 puc.) MetacTtasbl B MATKYyt0 MO3roByto 000ro4yky (/759 puc.)

Puc.758 MPT T1 sag

Puc.757 MPT Fla



B 90% crny4yaeB KOHTPACTHOE yCUIEeHNE
Bblpa)XeHHoe U reteporeHHoe (/60-7/62 puc.)




MP-Bu3syanmnsauuvsa: gudgepeHumanbHas

amarHocTuka

JdneHaMMoma:. MMEET AYEeNCTYH CTPYKTYPY, PacnpoCTpaHAETCHd Yepes
oTBepcTua Jliowka n MaxaHau B cybapaxHomnaanbHoOe MpOCTPaHCTBO
(7/66-768 puc.), NUHTEHCMBHO KONUT KOHTpPAaCT (/68 puc.)

Puc.766 MPT Flair tra Pnc.768 MPT T1+GD cor
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Xopuoungnanunnoma:. pacnosfiaraetcs B O0KOBbIX XXenygodkax, He
MHBa3UPYET nxX, obycnaBnmBaeT HEOKKITHO3UOHHYIO
rmapouedanuio 3a CHET rmnepnpoaykunm nmkesopa. ConnagHoe
obpa3oBaHune, CBA3aHHOE C COCYAUCTbIM CNJIETEHUEM

Puc.769 MPT T1 tra Puc.770 MPT T2 tra




MeTacTa3s: ecnu peyb MAET O eANHNYHOM O0DOpPa3oBaHUM MO3XKEYKa y JeTen
cTapLiero Bo3pacTta. BeipaxeHHbIn nepudokanbHbIX OTEK, HEYETKME KOHTYpPbI Oe3
YCUINEeHns, C YyCUNEeHNEM - TOMOreHHOE HakonneHne, bonee YeTkme rpaHuLbI.

Ha pUCyHKe: metacTtas B MO3XXEYOK, MHBa3Ns B YELLYH 3aTbIIOYHOM KOCTU (772
puc.), macc-adodekT aasneHusa |V xenynoudka (773 puc.), rpbiXka MMHOanuH

MoO3Xeudka (773 puc.)
Puc.772 MPT T2 tra Puc.774 KT Cerebrum sag

Puc.773 MPT T1 sag




o ladnpoBdrve 110 CCTeve
Chang

Pa3mep v pacnpocTpaHeHHOCTb Onyxonu

T1 nameTtep <3 cM, OMNyXOfb OrpaHnyYeHHa MO3XXe4YKOM, Kpbiei [V xenyao4ka nnmv noaywapusaMmm Mo3sxeyka

T2 HnameTep > 3 CM., ONyXosb MPOHUKAET B COCeQHNE CTPYKTYPbI UK HacTUYHO 3anonHsaeT IV Xenygo4dek

T3a Onyxonb NpopacTaeT B cocefHne CTPYKTYpbl nnn 3anonHaeT IV xkenygoyek LenmkoMm, pacnpocTpaHaeTcs
no CunbBueBy Bogonposofy, otBepcTust MaxkaHam u Jliowka, rugpouedanms

T3b Onyxonb 3anonHaeT IV Xxenygoyek UeNMKomMm N MHOUNBTPUPYET CTBOJST MOo3ra n/unmn HoXXkKn IV xxenygodka

T4 §PacnpOCTpaHﬂeTc;| No BOOONPOBOAY OO0 cpegHero moara, oo lll >xenygoyka nnu BnaoTb 40 BEPXHUX
OTOEenoB CNMHHOIo Mo3ra

MO [1pn3Hakn meTacTtasmpoBaHNs OTCYTCTBYIOT

M1 OnyxoneBble KNETKU B JIMKBOPE

M2 MakpocKonnyeckne npu3Hakyu MmetactadnpoBaHnsa MO3XXedKa n/mnm 601bLLOoro Mo3sra

M3 MeTacTaTn4eckne npunsHakn MmetactasnpoBaHns B cybapaxHonaanbHOe NPOCTPaHCTBO CMMHHOMO MO3ra,;

M4 MeTtacTasbl BHe LIHC




CoBpeMeHHasda knaccudgpukauma (BO3
2016)

* Mb reHeTn4yeckn naeHTMuumMpoBaHHasa:

WNT, SHH ¢ myTtauuen B reHe TP33,
meaynnobnactoma 3 1 4 rpynn (He-WNT,
He-SHH)

* Megynnobnactoma, rmcTonorn4yecku
MOeHTNMPUUMpPOBaAHHAA:

- knaccunyeckas (80%)

MbB knaccu4yeckoro Tuna: nceBgoHMM U UCTUHHbIE
PO3eTKU, KOJINTOHApPHbIN BV,

- JecmMonnacTtunyeckas/HogynsapHas
- Mb ¢ akcTeHCMBHOU HOOYNMAPHOCTLIO

- Mb 6e3 gononHUTENbHbIX YTOYHEHUN



| pynnbl pucka

pynnbl pucka WNT SHH Group 3 Group 4
- Mnapgle 16 ‘MoHocomusa 11 u
Hu3kum puck a a a
ner OTCYTCTB/E METACTa30B
TP53 OuKWiA TN, OTCYTCTBUE OTcyTCTBME
o g g OTCcyTCTBME MOHOCOMMUK
CTtaHpaapTHbIN pPUCK amnnndukaumm NMYC, aMmnnndoukaumm MYC, n
i ; 11 n meTacrtasos
'OTCYTCTBME METACTA30B 'OTCYTCTBME METACTA30B |

TP3, oTcyTcTBME amnanpukaummn :
NMYC, oTcyTcTBME MeTacTa3oB
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MyTauus B reHe TP53

OuyeHb BbICOKUIA PUCK (He3aBNCMMO OT HanM4Ks '~ Hanuune meTacTazos
‘MeTacTasosB)
MYC amnnmdukauma c
- Hannune a Bblpa)keHHas
HenseecCTHbIN pPUCK i OTCYTCTB/EM ,
METACTa30B : -

; aHannasus
'METacTas3oB




| lpHUMNBI Tepanun

* Xmnpyprmyeckoe
yaaneHue

CoBpeMeHHbIN YPOBEeHb ANArHOCTUKMU,
coBepLUeHCTBOBaHMEe MeTOAUK
HEUPOOHKONMOrM4eCcKux
BMeLlaTeNnbCTB, METOAOB JIy4eBOro u
MeOUKaMEeHTO3HOro rie4yeHus
No3BOJNIUNUN AOCTUYb De3peunanBHOU
5 neTHen BbIKMBaeMocCTu boriee 4yem y
80% nauueHTOB!

* JlyyeBada Tepanus

* XummoTtepanus



HenpooHKoormyeckasd NoMoLLb

Xupypruyeckoe rneyeHume onyxoneu rorfioBHOro Mo3ra AoMKHO
npoBOAUTLCH B cneunanmampoBaHHOM HEMPOOHKONMOrM4eCKom

cTauumoHape!
JKCTpeHHasa Hecneunanu3npoBaHHas - TONMbKO NO BUTalNIbHbIM
NoKasaHuAaAMm

* [lekomnpeccnoHHaa TpenaHauusa yepena

* [IlpeHnpoBaHMe NMKBopocoadepXaLllunx NPOCTPAHCTB
(MMKBOPOLLUYHTUPOBAHUE)

* [IpeHnpoBaHme onyxornesbiX KUCT (pe3epByap OMmmans)



JlyyeBas
anus

[leTn ctaplue Tpg neT
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CONVENTION AL “CONFORMAL

Metoguka 3D IMRT, 4D TomoTtepanus

KOHBeHLUManbHoOe KpaHUOoCnMHanbHoe

obny4yeHue (He no3gHee 28 OHA nocne
onepauun)

Llenb - ycuneHune nokanbHOro U CUCTEMHOIO
KOHTponsa B npegenax LIHC

KoHBeHUManbHaa ao3sa 23,4-36 [ p; pexkum

dopakuymoHmnpoBaHua: 1,8 I'p, 5 pa3 B Hegeno un
obnydyeHue 34A B no3e 1,8 ['p, 5 pas B
Heaento Ao goctmxkeHnsa no3sbl 54,0-56,0 [p




3D-IMRT

Medullobl&Stoma (age 8) Radiation field (age 8)

DIPG age 21)




XMMMoTeEPaANeBTUYECKUNM
nevyeHune

* Bo Bpemsa obnyvyeHunsa: BuHkpuctuH 1 pas B Hegento - 1,5
Mr/M2 (Makcumym 2 Mmr) BB/CTP.

* NMopaepxmnBarLlasa Tepanus; Yepes 4-6 Heagenb nocrne

obny4yenunsa. BuHkpuctunH + LlmcnnatmH + JlomyctuH (8
OnoKoB, HOBbIW OMOK Ha KaXabin 42 AeHb NpeablayLiero)

* Pexxmbl 1 X MoanduKaLmnm 3aBUCAT OT BO3pacTa NnauuneHTa,
remMaTonorm4eckor n HeBPOTUYECKOUN TOKCUYHOCTMH,

COCTOAHUNA CIMyXa N COMaTtn4eckoro COCtoAHnN4A naumeHrta B
LIEJTOM.



OcnoXHeHuns

HeBponornyecknun gemuumnT, HapyLLeHNUA NMCUXNKA

OOyCnoBrieHHble, KaK OMyXoneBbIM MPOLECCOM, Tak
N arpeccmMBHOU Teparnunen

OHOOKPUHHbIE HApPYLLEHUS
CHWXeHne crnyxa u 3peHund

OTcTtaBaHue B PU3N4YECKOM U YMCTBEHHOM
pa3BUTUN



KOHTpPOIb Nocrie KOMMNEeKCHOro
nnevyeHuns

* MPT ronoBHOIro m CnMHHOIO Mo3ra u

KOHCyNbTaumMa oHKonora: 4 pa3sa B TedeHune 2-X
NET, panee 2 pasa B rog B Te4eHne 3-x ner,
3aTemM pa3 B 1 roa

* Heponor, JIOP-Bpa4 - 1 pas B rog B Te4eHune 3-xX
neT



MOST COMMON MALIGNANT
BRAIN TUMOR IN CHILDREN

HEADACHE,

NAUSEA, VOMITING, =

DIZZINESS, VISUAL
DISTURBANCES

TUMOR CAN COMPRESS
4TH VENTRICLE, CAUSING

MAJORITY ARISE
IN THE CEREBELLUM
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