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AJCC 8t: nepexopm, oT nonyaAaumoHHOro
noaxoaa K nepcoHanusauun.

e CTagnpoBaHMe onyxoneBoro
npouecca UrpaeT BaXKHYO po/ib B
Tepanunu, NOCKONbKY
obecneymBaeT KaKk NauMeHTa, Tak U
Bpaya HeobxoaMmoMu ‘Cancer Staging
nHbopmauuen ana onpegeneHna Manual
Tepanuu, NPorHosa, u
ONTMMANbHOW TaKTUKM BeAeHuUA.
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AJCC 8t": nepexon, oT NONyAALMOHHOIO
noaxoaa K nepcoHanusauun.

* HeobxoaMMOoCTb HaMuKA 0bLEN HOMEHKNATYPbI, KOTOpPas ABNAETCA
BaYKHEWMLIMM UCTOYHUKOM B TOM YMCNE U KIMHUYECKOM
Knaccudumkaumm KapumHom bblia obocHoBaHa ewe Jiuro Haumin B
1929 roay, Korga v bbina NpeanpuHATa NepBas NOMbITKa
CTagMpOBaHUA, KoanduUKaLMm 1 rpagupoBaHUA ONYXONEeNn.

* B 1953 roay 3T1 NONbITKK 6bIAN NPOAC/KEHbI MeXayHapOoAHbIM =E
Coto3oMm No rpagmMpoBaHUIo, CTaAMPOBAHUIO U Npe3eHTauumn }
pesynbTtaToB (ICPR), MeayHapoaHbIM KOHIPEeCcCoM paanooros u AJCC
MerkayHapoaHbim CO030M MO KOHTPOIO Hag, Pakom, HA OCHOBe
KOTOpOW no3aHee bbin npeobpasoBaH B MexXayHapoaHbIN M |
npoTmneopakoBblt KomuteT (UICC) paboTa KOTOpOro nosgHee U danua
npueena B 1969 Kk nosasneHuto knaccudukaumm TNM, kotopas ey
nocTyAnpoBasna HeobxoaMMOCTb ONUCaHMA aHATOMUYECKON
NPOTAXKEHHOCTM OMYXO/IM BO BPEMA NOCTaHOBKM OHKO/I0rMYECKOro
AuarHosa.

* 1977 6bina BbinyuieHa nepsas peaakumna AJCC, kotopasa noctaBuna
aMEepPUKAHCKNX Bpayel B 0coboe NoNoXKeHne nMaepos.

Cancer Staging

AJCC 8t™": nepexof, OT NONyAALMOHHOro Noaxoaa K
nepcoHanusauum.

C Tex nop 6b110 onyb6MKoBaHO 7 M3LaHWUM, Kaxaoe
N3 KOTOPbIX AOMNONHANOCH YTOYHEHHbBIMU AAHHbIMM,
OTPaKaloLWMMM TEKYLLMIA NPOrpecc B AMArHOCTUKU
NN Tepanun, AOMNONHANNCH HOBbIMM NOKAM3AUNAMMU.

Hactoauwee 8 nusgaHue 66110 3HAYNTENbHOWN CTENEHMU
NepecMoTPEHO Ha OCHOBaHUU GYHAAMEHTANbHbIX
M3MEHEHMN B COBPEMEHHOM MOHMMaHUK Bruonornu
OMyX0JIEBOr0 POCTa, KOTOpPan onpeaenaeT Lenbio
nepexoA oT NONyAALMOHHbIX NOAX0A0B K
NepcoHannU3MpPoOBaHHOMY.

Cancer Staging

. Manual
B AJCC 8th eguHcTBEHHaA NoOKanM3aLMA, B KOTOPOU E,W&,,,,‘,,,U

KIMHU4YeCKoe u natosorn4yecKkoe CragmposaHue
ABNAIOTCA TOXAECTBEHHbIMU — 3TO PaAK MOJIOYHOM
Xenesbl.
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AJCC 8t": nepexon, oT NONyAALMOHHOIO
noaxoaa K nepcoHanusauun.

* MNonbITkM pa3sutna TNM -KnaccndpuKaumm n cTagnpoBaHua
onyxonei LULHC He umenun HM NPaKTUYECKOTO HM KaKoro-anbo
ApYroro cmbicna. 3T0 NPOUCXOAM/IO MO HECKObKUM
npuyYnHam:

* 1. pasmep ONyX0/U 3HAYUTENIbHO MEHEEe 3HAYUM, Yem
OMNyX0/1EBbIE TMCTONOMMA U IOKANN3aLMA, NOITOMY KaTeropus
T MeHee Ba)KHa, YeM BMoNOrMyeckme CBOMCTBA M NPUPOAA
onyxonu

* 2. rONOBHOW MO3T 1 CMIMHHOM MO3T He UMeLOT | ;
nmmdaTnyeckoro oTToka noatomy Kateropma N He ‘Cancer Staglng
NPUMEHAETCA, TaK Kak HeT NMMbaTUYECKUX Y3108 ANA Manual
naeHTUOUKaLUMM MAn noacyeTa

* 3. KaTeropuna M He MeeT OTHOLWEHNA K 6ONbLIMHCTBY
OMyX0/IeN LEHTPAIbHOM HEPBHOM CUCTEMbI NMOCKOJIbKY
npucyLwan onyxonsam LEeHTPaibHON HEPBHOW CUCTEMDbI
610N0rns cBA3aHa TONbKO C NOKA/IbHbIM PEeLUANBOM U
MECTHbIM PacnpoCTpaHeHUeM

Eighth Edition

4) Springer

AJCC 8t: nepexopm, oT nonyaAaumoHHOro
noaxoaa K nepcoHanusauun.

» AJCC 8" nepsas, roe npeacraBneHo cTtaguposaHme u s
onyxonen UHC nmeHHO 13-3a nosiBneHusA
NnepcoHann3aumm, YTo MoXKeT BbiTb MICNONb30BAHO B
KauyecTBe NpeamKTopa ncxoaa 3abosieBaHUA UAM NPOrHO3a
B MPAKTUKE UAM NPU NNIAHUPOBAHUN KTNHUYECKUX
MCNbITAaHUN Y NALUEHTOB C NEPBUYHBIMM OMYXONAMMU
LEeHTPabHOW HEPBHOM CUCTEMDbI.

* [MaHenb 3kcnepTos BO3 npogonxaet HacTaMsaTb Ha TOM, Cancer Staging
yto popmat TNM KnaccuduKaumm He MoXKeT ELDEL
npumeHaTbea gna onyxonen LLHC. Heobxoaumo BHeapsTb S
Knaccudukaymio onyxonen LLHC nepecmoTpa 2016 roga u
ee HOMEeHKaTypy 1 Tonorpaduryeckyro kKoguposky ICD
Ana nokanmsaunm onyxonum LUHC.
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AJCC 8t: nepexoa OT NONynALUMOHHOro NoAxoAa K
nepcoHanmsaunm. INMaemMmoNorua.

O6wmnin exerogHbii ypoBeHb 3aboneBaemoctn ¢ 2008 ao
2012 roga ana Bcex nepBuYHbIX onyxonei LHC u
ro/IOBHOro mo3ra coctasuna 22,97 Ha 100000 HaceneHwms.

* O6wmMn ypoBeHb 3abonesaemocTy coctaBun 5,57 Ha
100000 HaceneHus gna aeten U NOAPOCTKOB B BO3pacTe
ot 0 no 19 net n onyxonu LHC ABnstoTCA Camon Hacton AJCC
3/10Ka4eCTBEHHOM OMNYX0/1blO B 3TON BO3PACTHOM rpynne; |
28,57x100000 HaceneHna gna B3pocabix cTapwe 20 ner. ‘Cancer Staging

Manual

Eighth Edition

* PacnpegneneHune no nony : 42,1% y my»xuuH, (150 271
cnydaes); 57,9 Y PKEHLMH (206 565 cnyyaeB) HemHoOro
6onee yacto 55% 3n10KaueCcTBEHHbIE ONYX0NU
BCTPEYAOTCA Y MYXKUYMH 45% y KeHWMH (51 967 cnyyaes)

AJCC 8t": nepexop, oT noNyAALMOHHOro NoAxoAa K
nepcoHanmsaunmn. INnaemMmonorma.

HanOonee mmpokas KaTeropus oM
NPEACTABISECT NPUOIUZUTEIBLHO 27%
Bcex onyxoner [THC u 80% Bcex
35I0KauecTBeHHbIX omyxosen [THC.

I'uCTOoJIOTHA CPCIU BCCX OHYXOJIGﬁ ,g,\g/},iﬂnual

IHHC - »ato Mmenunruoma 36,4% 3a Heu
cieayet onyxoiu runoduza 15,5% u
mrooOiactoma 15,1%

Haub6onee yacto BcTpeyaeMas Cancer Staging ‘
"




27.10.2018

AJCC 8t: nepexoa OT NONynALUMOHHOro NoAxoAa K
nepcoHanusaumnun. MHTerpupoBaHHbIN AMarHos.

OaHMM 13 Hanbonee BaXKHbIX KTMHUYECKNX U
NpOrHocTnyeckmx pakropos onyxonm LUHC
ABNAETCA KnaccnduKauma NnepBUYHOM ONYyXONHu,
KOTOpaa onpeaenaeTca rmctoNornen,
NMMYHODEHOTUNOM U MONEKYASAPHBIM

npodunem.

Knaccmudurkauma onyxonen BO3 LUHC 2016 roga |

paspywmna TpagnuuUMOHHO UCMONb3yeMble B 'Cancer Staging
Knaccudpukaumm BO3 npuHUMnbl, KoTopble bbian Manual

OCHOBaHbl Ha YMUCTbIX TMCTONOTNYECKMUX Bt
KPUTEPMAX ANArHOCTUKKN U Jana NoHsTue
«UHTErPUPOBAHHOIO ANArHO3a», KOTOPbIN
MHKOPNOPMPYET KaK MMCTONOTrMYECKUE, TaK U
MOJIEKYNIAPHbIE MAapaMEeTPbl B 3aKNHOUUTENbHbIN
ANarHos .

AJCC 8t™": nepexog, oT nonyAALMOHHOro NoAxoAa K

nepcoHanm3aumn. Y1o HeobxoaMMo OTpaaTb B AMarHose?

MporHocTuyeckune daktopbl:

MockonbKy onyxonu LIHC He cTaanpyroTca, HET MPOrHOCTUYECKMX GAKTOPOB,
HeobXoAMMbIX ANA CTAANPOBAHUA.

LononHutenbHble GpakTopbl, peKoMeHayemble A5 KAUMHUYECKOro BeaeHUs.
1.

© Nk W

Mctonorua (grade, AMarHos, HaAMYMe MUTO308B U UX KOJNYECTBO,
nonnmopduam, HeKpo3bl, NposndepaLna sHAOTeNMS, )
ONNroAeHAPOrNUaNbHbINA KOMMNOHEHT, reMUCTOLLUTbI, MHAEKC Ki67)

Bospact .
Nokanusauna onyxonu Céancer Stagmg "
PYHKLMOHANbHbIW cTaTyc No KapHoBcKomy Manual w

Eighth Edition
CvmnTOMBI NPW Npe3eHTaLmMm Onyxonm

MepeuyHan onyxonb/peunams
MpOTANKEHHOCTb pe3eKLmn

MoneKynsapHble acnektbl (MyTauma IDH, aeneuus 1p/9q, cratyc
MGMT}I
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AJCC 8t": nepexon, oT NONyAALMOHHOIO
noaxoaa K nepcoHanusauun.

MGMT daKkTop braronpmatHoro * TP53
MPOrHo3a y nauMeHToB nocne * ATRX
XMMMoTEpPanmu *« H3 K27M

MyTtauyma IDH1, 2 — dakTop
61aronpmMATHOrO NPOrHO3a
Koaeneuua 1p/19q -
yyBCTBUTENbHOCTb K XT U JIT

Ki 67 HN3KAA BOCINPOMN3BOANMOCTb

AJCC 8t™": nepexog, oT nonyAALMOHHOro Noaxoaa K
nepcoHanusauuun. Kateropus «HecneunPpusnpoBaHHbIN»

MpumeyaTenbHO, YTO 6ONBLINHCTBO U3 3TUX FEHETUYECKUX
napameTpoB MOTYT BbiTb OLIEHEHbI C MOMOLLbIO NPOCTbIX
TEXHUK TaKUX KaK MMMYHOTUCTOXMMUA N GNYOPECLEHTHOM
rmépuamnsaumm in situ.

LleHTpax, rae HeT BO3MOXKHOCTM NPOBOAUTb MONIEKYNSAPHbI
aHann3, pe3ynbTaTbl MONEKYNAPHbIX TECTOB MOTYT ObITb
HeAOCTyNHbI.

Kak pesynbTart, AMarHocTuyeckoe onpeaeneHme
«HecneunpuUMpPoBaHHbIA» bblNo 06aBNAEHO B
Knaccuomkaumio 2016 roga v B onpeaeneHHbIX NO3nLUAX
YKa3bIBaeT Ha TO, YTO MMeeTCA HeAOoCTaTOYHOe KOMYEeCcTBO
nHpopmaunmn ana oueHKmn bonee cneunduyeckoro
OMarHosa. B atom KoHTeKcTe KaTeropuma
«HecneuMdUUMpPOBaHHON» BKOYALOT OMYX0M, KOTOpble
He 6blNM NPOTECTUPOBAHbI Ha FEHETUYECKME NapaMeTpbl a
TaK)Ke Te KoTopble bbl/I NPOTECTUPOBAHbI, HO HE UMENU
cneumdPuyecknx AnNarHoCTUYECKMX reHeTUYECKMX
aneTEpALMM

Cancer Staging
Manual

Eighth Edition
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AJCC 8™: nepexoa, oT NONyAALMOHHOIo
noaxona K NnepcoHanmsauumu.

* Grade | OTHOCUTCA K YETKO OTrPaHNYEHHbIM ONYXONAM C
HU3KMM NponndepaTUBHbIM NOTEHLMANOM, KOTOpble !
BepoATHee Bcero byayT U3neyeHbl NOCNe XMPYPrMyecKon 'AJCC

| o
peseKuMm ‘Cancer Staging
* Grade Il onyxonu 06bI4HO MHOUNLTPATMBHbBIE MO Manual

npupoage, MMerT OTHOCUTE/IbHO BbICOKYHO BEPOATHOCTb
peunnea, HEKOTOPbIE ONYXO/IN 3TOU rpadalnn TaKkKe
MMEIT CNOCOBHOCTb K 3/10Ka4YeCTBEHHOM nporpeccuu.

* Grade Ill onyxonu MMetoT rMCTONOrMYECKNE NPU3HAKMU
3/10KaYeCTBEHHOCTU U TaKXKe MMeIOT KIMHNYeCKoe
3/10Ka4YecTBEHHOE TeyeHue 3aboneBaHus

* Grade IV onyxonun ¢ YeTKMMK TMCTONIOTUYECKUMM
NPU3HaKaMM 310KaYeCTBEHHOCTMU W arpeccMBHbIM
KAWHUYECKMM TevyeHnem 3aboneBaHmaA, BKAOYAOLW MM
CNOCOBHOCTb K PAacnNpOCTPAHEHMIO BHYTPU FONOBHOTO
MO3ra U NO KPaHWO-CMUHANIbHbIM NPOCTPAHCTBAM

Eighth Edition

4) Springer

AJCC 8t nepexopn, oT NoNyAALMOHHOIo Noaxoaa K
nepcoHaNm3aLmnu.

* 3Ta cMcTeMa rpanpoOBaHUA OCHOBAHA Ha U3yYeHUW eCcTeCTBEHHOM
MCTOPMM @ HE Ha OXKUAAEMOM K/IMHUYECKOM TeYEHUN Npu
onpeneneHHown Tepanun. Takum obpasom oueHMBan
meaynnobnactombl Kak 4 cteneHb rpajaummn MmeeTca BBUAY
0XMJaeMO arpeccmBHbIf Kypc B Te4eHne 3ab60/1eBaHMA NPU OTCYTCTBUK
Tepanuu, a He NoTeHLMaNbHO 61aroNPUATHBIN NPOrHO3 OXKMAAEMbI
npv HeKoTopbIx popmax meaynnobaacToMbl B yCIOBUAX COBPEMEHHOM
neyebHOM TaKTUKM.

* MOYTU BCE HO30/10rMYEeCcKon eaunHunubl B 3TOM Knaccmgmau,mm nmerT
OUEHKY cTeneHn 310Ka4eCTBEeHHOCTUN Hanpmnmep Bce 0e3 MCKNKYEHUA

NUAOLUUTAPHAA acTPOLMTOMA rPaaMpyLoTCa Kak 1 cteneHb i P
3/10Ka4YeCTBeHHOCTMU Bce rmmobnactomsbl 4. Can(er Staglng P
Manual E

* Takum obpasom peayumpyeTcs rMbKoCTb KnaccudUKALMOHHbBIX
onyxoneit WHO npu oueHKke onyxonen LUHC, oTcyTcTBue NpuBbIMHOM Bighth Edtion
CXembl rpafiaLlMii N0 CPABHEHUIO C APYTUMU CUCTEMAMM B APYTUX
NoKanusaumax.

M HEO6XO,CI,MMO NoAYEePKHYTb YTO eCTeCTBEHHAA UCTOPUA ITUX Ho30/10TUI
onpegeneHHaa no KOM6MHaU,VIeVI FTMCTONOIrNMYEeCKNX U MONEKYNAPHO -
reHeTU4eCKNUX TeCToB He ABNAETCA OKOHYaTe/IbHO YCTaHOB}'IEHHOﬁ
lCI,OI'MOI;'I M BO3MOXHbI ,u,aaneﬁu.lme U3MEHEHUA.
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:, COLLEGE of AMERICAN
* PATHOLOGISTS

Protocol for the Examination of Specimens from Patients with
Tumors of the Central Nervous System*

Version: CNS 4.0.0.0 Protocol Posting Date: August 2018
This protocol is NOT required for accreditation purposes

*This protocol applies to primary neoplasms of the brain and spinal cord
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Pe3tome OCHOBHbIX M3MEHEHU B
knaccnomkaumm BO3 2016 (nepecmoTp)

* DopMynMpoBKa KOHLUENUMN CTPYKTYpU3aunum amnarHosa onyxonum LLHC
B 3Py MOJIEKYNAPHOrO TeCTUPOBAHUA

* PecTpyKTypusaumsa auddysHbIX MMOM C BHeAPEHUEM B 3aKNHOUYEHNE
Ba)KHEMLIUX FeHEeTUYECKUX XapaKTePUCTUK

* PecTpyKTypusauma meaynnobnactom c BHEAPEHMEM B 3aK/HOUYEHME
BaYKHEMLUMX reHEeTUYECKUX XapaKTePUCTUK

* PecTpyKTypu13aums apyrmx sM6puUoHanbHbIX ONYX0JEN C BHEAPEHUEM
B 3aK/1I04YEHNE HOBbIX MONIEKYNAPHO-TEHETUYECKUX CYLLHOCTEN U
N3bATUE TEPMUHA KMTPUMUTUBHAA HEMPOIKTOAEPMA/IbHAA OMYyXO/b»
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Pe3tome OCHOBHbIX U3MEHEHWI B
Knaccupurkaumm BO3 2016 (pononHeHwma)

* BHeapeHue B KI'IaCCI/ICI)MKaU,VIIO reHETU4eCKNX BapmnaHToOB aneHANMOM

* HoBbIn noaxoa, B anddepeHuUManbHOM AnarHoCTUKe ABOMHUKOB B
neanaTpUYecKomn NonynauMm , BKo4an onpeaeneHne HoBbIX reHeTUYECKM
Pa3/INYHbIX ANArHOCTUYECKUX CYLLHOCTEN.

° ﬂ,OI‘IOJ‘IHeHMe BHOBb O6Hapy)+(eHHbIX ANarHOCTUYECKUX CyIJ.I,HOCTeﬁ
* IDH-ankuit u IDH-myTMpOBaHHbIE FNOMBI
* OndodysHble rnmnomsl cpegHein AMHMM, H3 K27M—-mutant
* IMOpPMOHA/IbHAA OMNYX0/b C MHOTOC/JIOMHbIMKU po3eTkamu, C19MC-noBpexaeHHas
* dneHgnumoma, xmmepa-RELA no3nTmBHasA
* nddy3Haa nenTomeHUHreanbHasa rMMOHENPOHaIbHaA ONyxosb
* AHanJsiactMyeckasa naeomopdHasa KCaHTOaCTPOLMTOMA
* dnTennongHas ravobnactoma
* [nnobnactoma c NATTEPHOM NPUMMUTUBHOTO HEMPOHASIbHOTO KOMMNOHEHTA
* MHOroy3s10B0M M BaKyO/IM3MPOBaHHbIW NATTEPH FAaHI/IMO3HO-KAETOYHOMN ONyX0u

Pe3tome OCHOBHbIX U3MEHEHUM B
knaccndmkaumm BO3 2016 (MckntoueHms)

* cKA0oYeHO NoHATUE rMMomaTo3a Mo3ra

* ICKNOYEeHbl BapMaHTbl aCTPOLMTOM: NPOTON/Ia3MaTHMYecKan n
dnbpunnsapHas

* MCKNtOYEH BapUAHT KNETOYHOM 3NeHAMMOMbI
* TepMmMHONOIMA KMTPUMUTUBHON HEMPOIKTOAEPMANBHON ONYXONN »
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Pe3tome OCHOBHbIX U3MEHEHWM B KnaccnudbuKaLmm
BO3 2016 (xmuTpocTtun - tweaks)

* BKAlOYEHME KpUTEPUA MHBA3MM B TKAHb MO3ra KaK NpM3HaKa aTUNUMYHOM
MEHWUHIMOMbI

* PecTyKTyp1MpOBaHUE U NPU3HAHME CONUTAPHOMN PUOPO3HOM ONyX0an u
reMaHrMonepuLNTOMbI Kak e 4MHOM HO30/10MMYECKOWN CYLLHOCTU, aaanTauusa
CMUCTEM FPagMpoOBaHMA ANA aganTauMm BHECEHHDbIX U3MEHEHWUA.

* PaclwmpeHme 1 NposacHeEHME HOBbIX AMArHOCTUYECKUX CYLLHOCTEMN,
BK/IIOUYEHHbIX B pa3zen onyxonen n3 obonouek nepmbepnyeckmx HepBos ¢
nobasneHnem rubpmgHom onyxoamn ns obonovek nepmdepunyecknx HepBOB U
pasaeneHne MenaHoTMYeCKOM WBAHHOMbI OT APYrMX BUAOB LUBAHHOM

* PaclumpeHme cnekTpa onyxosiei, BKAKOYEHHbIX B
rematonoatuyeckme/numoongHoie onyxonn LUHC (numepombl n
FMCTUOLUTaPHbIE ONYXO/N).

YTOYHEHMA: MHBA3MA B TOJIOBHON MO3T
MEHMHITMOMbI. PaaMonorn u HeMpPoxXmMpypru BUAAT
3TO Ny4ylle NaTo/I0roB.

Meningiomas
Meningioma 9530/0
Meningothelial meningioma 9531/0
o . :
° Fibrous meningioma 9532/0
H €T ISMEHEHUN B 15 Transitional meningioma 9537/0
n OATM nax Psammomatous meningioma 9533/0
Angiomatous meningioma 9534/0
Microcystic meningioma 9530/0
* He Tpebyerca Socemiey maicima 95300 11 11OURS OF THE MENINGES
Mon e Kynﬂ p H oe Lymphoplasmacyte-rich meningioma 9530/0
Metaplastic meningioma 9530/0 . .
Te CTM po Ba H Mﬂ p'n ﬂ Chordoid meningioma 9538/1 T“"‘P“FS of meningothelial cells y
Clear cell meningioma 953g/1 Meningioma 9530/0
NOATBEPKAEHNA ANATHO3A,  aypca menngioma osgg/1  Menngotrelil 96310
Papillary meningioma 9538/3 ibrous (fibroblastic
OnpeaeneHna noaruna uan - A meninglome 953g/3  Transitional (mixed) 9537/0
CTe n e HAN Anaplastic (malignant) meningioma 9530/3 Psammomatous 9533/0
Angiomatous 9534/0
3/10Ka4eCTBeHHOCTU Microcystic 9530/0
Secretory 9530/0
* "HBa3nAa B MO3r Lymphoplasmacyte-rich 9530/0
Metaplastic 9530/0
dopmanbHo ogobpeHa BO3 Chordoid 9538/1
KaK Kpntepuu 2 cTeneHun g::;’;f" ggggﬂ
3/10Ka4eCTBEHHOCTU Papillary 9538/3
Rhabdoid 9538/3
Anaplastic (malignant) 9530/3

10
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HoBble TMMOMHbIE CYWHOCTH, NaTrepHbl

A

AndodysHas rmmoma cpegHemn
NHUK H3 K27M myTmnposaHHasA

(Tanamyc n mocT mo3sra, 4eTh U1 :

Zoum

MONoAble B3POC/ble)

)

Pathology, molecular genetics, and ¥ :
epigenetics of diffuse intrinsic S
pontine glioma TR

Pawel Buczkowicz'** and Cynthia Hawkins'***

f Pathol

Glioblastoma (Grade IV)

Section of DIPG tumor with classic
features of  glioblastoma (GBM)
histology including pscudopalisading
necrosis  ( *) and  microvascular
proliferation (MVP, inset). Based on
this portion of the tumor, the diagnosis
would have been grade IV astrocytoma.

Anaplastic Astrocytoma (Grade Il1)

Section of DIPG tumor with features

with v 5
such as high cellularity, nuclear atypia,

“ pleomorphism and mitotic activity

(inset). Based on this portion of the
tumor, the diagnosis would have been
grade I11 astrocytoma.

* Diffuse Astrocytoma (Grade Il)

“ Section of DIPG tumor with features
. consistent with diffuse astrocytoma.
. This portion of the tumor is not very

cellular and does not have signs of
necrosis, MVP or mitoses. Based on
this portion of the tumor, the diagnosis

< would have been grade 11 astrocytoma.

a 100 b 100
- PNET — WT
g 80 LGA s 80 - H3
Z - AA 5
’ms 60 1 - GBM 5 60
e w
5 404 £ 40
5 o 1
A 5
20 4 p=0.407 d.) 20 ;‘ p = 0.0026
0 T L L] 0 L) L] L} L L
0 5 10 15 0 5 10 15 20

Overall Survival (years)

TecTupoBaTb BCE TIMOMbI
cpeaHen amHum IDH-wild type
nauneHTos monoxe 40 net Ha
H3K27M (nokanusaumm: CnMHHOM
MO3r, CTBO/I FOJIOBHOIO MO3ra,
Tasiamyca, NMHeanbHon obnactu)

Overall Survival (years)

Acta Neuropathol (2014) 128:573-581
DOI 10.1007/s00401-014-1319-6

ORIGINAL PAPER

Histopathological spectrum of paediatric diffuse intrinsic pontine
glioma: diagnostic and therapeutic implications

Pawel Buczkowicz - Ute Bartels - Eric Bouffet -

Oren Becher - Cynthia Hawkins
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Onddy3Hasa nenToOMeHUHIMaNbHO-
HEMPOHaIbHAA ONyXO/b
° I'Ipe06na,u,a+0T AETN, pexxe — No4pPoCTKN U mosioable B3pOoC/ible

° Bblpa)KEHHbllz NIeNTOMEHWUHIeaIbHbIN pOoCT, 4acCTo No 6a3anbHoOM NOBEPXHOCTN U
CMMHHOMO3roBomMmy KaHany, MHTpanapeHXxnmaabHbI KOMNOHEHT MOXXET OTCYTCTBOBATb.

Acta Neuropathol
DOI 10.1007/s00401-012-1037-x

\ ey ORIGINAL PAPER

Disseminated oligodendroglial-like leptomeningeal tumor
of childhood: a distinctive clinicopathologic entity

Fausto J. Rodriguez - Arie Perry - Marc K. Rosenblum -
Sherry Krawitz - Kenneth J. Cohen - Doris Lin - Stacy Mosier -
Ming-Tseh Lin - Charles G. Eberhart - Peter C. Burger

Onddy3Has

NenTOMEHWUHIMabHO-
HEMPOHaNbHaA OMyXO/ib

* Andody3Haa nponndepayma
ONNTOAEHAPOrNNO-NOA0OHbIX
KNEeToK

* [lecmonnasua, yacTtble
MUKCOUAHbIE N3MeHEeHNA

* B OCHOBHOM HU3KOM CTEMEHMU
3/10Ka4eCTBEHHOCTH

IDH-wild-type
* notepa 1p (53%) 19q (20%)
BRAF fusion 75%
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AHannacTrnyeckana naeomopdHas
KcaHToacTpoumntoma (Gllil)

e Brain Pathol. 2015 September ; 25(5): 575-586. doi:10.1111/bpa.12217.

Pleomorphic Xanthoastrocytoma: Natural History and Long-
Term Follow-Up

Cristiane M. Ida’, Fausto J. Rodriguez?, Peter C. Burger?, Alissa A. Caron', Sarah M.

Jenkins®, Grant M. Spears®, Dawn L. guren®, Daniel H. L 4, and Caterina
Giannini'
A Recurrence-Free Survival B Overall Survival o
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AHannacTnyeckaa nneomopdHas
KcaHToacTpoumntoma (Glll)

Overall Survival by BRAF V600E Mutation Stat(@

Overall Survival by Mitotic Index (MI) B Overall Survival by Necrosis
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dnuTennonaHas raobiactoma

* Y geTten n Monogbix B3pOCAbIX

* OyeHb arpeccMBHbIN BapUaHT * WHO 2016 pasnuyaet

* IDH wild type * AnutenmongHyto rmmobnactomy

* [MraHTOKNETOYHYIO rMobnactomy
* [INOCapKOMy

AnutenMonaHas rnmobaacTtoma

TEA

KneTku c YeTKoM KNeTouHOM
MeMbpaHomn, AApa O4YeHb
NoAMMOpPdHbIE, MHOFO MYLIUHA B | =
ymMtonnasme, and gmarHos c
nneomopdHom
KCAaHTOACTPOLMUTOMOM
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[nnobnactoma c NPUMUTUBHbBIM
HEeMpPOHabHbIM KOMMOHEHTOM

KAMHMYeckn o60CHOBaHHbIN
naTTepH, TaK KaK umeeT HBbICTPO
pacnpocTpaHeHne No IMKBOPHOM
cucTeme, B OT/INYME OT OObIYHbIX
rnnobnacTtom

* 70% cynpa-TeHTOpManbHbIX
aneHAMMOM Y aeTen

* He BCTpeyaeTcs B 3a4Hei YepenHom
AMKE U/ CNIUHAbHO

* [InarHocTupyetca c nomou,bto FISH
peakumnm

* KombUHaUMA UMMYHOTUCTOXMMUYECKUX
Mmapkepos L1CAM n p65/RELA
YyBCTBUTE/IbHA, HO MeHee cneumdnyHa
(76% 1 92%)

* WHO G Il uaun lll

Role of Inmunohistochemistry in the Identification of
Supratentorial C11ORF95-RELA Fused Ependymoma in Routine
Neuropathology

Gessi, Marco, MD, PhD'; Giagnacovo, Marzia, PhD'; Modena, Piergiorgio, PhD'; Elefante, Grazia, MD*; Gianno,
Francesca, MD¥; Buttarelli, Francesca R., PhD%; Arcella, Antonietta, PhD'; Donofrio, Vittoria, MDY; Diomedi Camassei,
Francesca, MD, PhD¥; Nozza, Paolo, MD'; Morra, Isabella, MD''; Massimine, Maura, MD'¥; Polio, Bianca, MDSS;
Giangaspero, Felice, MD®"; Antonelll, Manila, MD, PhD*¥
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MynbTUHOAYNAPHBIN U BaKYONM3MPOBAHHbIM NaTTEpH
FAHTIMO3HOKNETOYHOM OMNYX0K

Bodi ef al Acta Neuropatholagica Communieations 2014, 27
hitp://www actaneurocomms. org/content/2/1/7 @\ AT NEUROPATHOLOGICA
COMMUNICATIONS
CASE REPORT Open Access

Two cases of multinodular and vacuolating
neuronal tumour

Istvan Badi™", Qlimpia Curran', Richard Selway’, Robert Elwes’, Juan Burrone®, Ross Laxton', Safa Al-Sarraj'*
and Mrinalini Honavar'®

OueHb YeTKO oYepyeHHbll y3en B 6es10Mm BellecTse,
pacnonoxKeH cybKoOPTUKANbHO, U3-32 HU3KO MUENUHM3ALLMM OH
BbIFNAANUT MaKPOCKOMUYECKU CEPLIM, ECIU MOCMOTPETb 6onee
NPUCTaNbHO Ha 3TU y3/bl, GOHOBbIM HEMPONUAb BBLIMAAUT
OuYeHb BAaKYO/IM3MPOBAHHbBIM, NPeACTaBAeH ABYMA TUNAMMU
KNETOK: AOMUHUPYIOLLMIA TUM — HEMPOHA/bHbIE KNETKM,
LMTONNA3Ma 3TUX KNETOK BaKyoNIM3MpPOBaHa, TakKUM obpasom,
XapaKTepeH ¢eHOMEH ABOWHOM BaKyoM3aLUmMm Kak Helponuns,
TaK ¥ UMTOMNA3Mbl HEPOHANbHOM KNeTKK. W BTopoit Tvn
KNEeTOK — 3TO KNEeTKM TUNa ONUrOAEHAPOINMOLMTOB, YAaCcTo NexKaT
B ckonneHusx. 3To IDH-wild type onyxonb, BRAF - HeratnsHas

[NMOMaTO3 MO3ra — AnarHo3 a/IMMUHUPOBAH W3
TekyLlen knaccndurkaumm. inarHo3 AHannactnyeckas
CTi)O nToma, grade |Ill. IDH (R132H) wild tvoe

\‘f e
< % Yy
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Meaynnobnactomsl. [MCTONOTNYECKME
NaTTEPHbI.

1. Knaccnyeckui

2. HogynapHbii\gecmonnactmyeckmii. BO3 nogyepknBaeT He06XoAMMOCTb
OKpaLUMBaBHMA Ha PETUKY/IMH U pa3aeNeHuns 3TUX NaTTEPHOB B KOHTEKCTE,
NOCKO/IbKY HOAYNAPHbIN POCT cam No cebe ABAAETCA NPU3HAKOM APYroro
rMCTONIOrMYECKOro natrepHa. HoaynapHbI poct 6e3 aecmonnasun He ABASETCA
NPW3HaKOM 3TOro NaTTepHa, He0bXo0AMMO Hanndme 060omUX NPU3HAKOM:
HOAYNAPHOCTU U Aecmonnasuu. No3aToMy oKpallMBaHME Ha PETUKYIUH
HeobxoauMMo ANA AeMOHCTPaLMM AeCMONNACTUYECKOW peakuumn BOKPYr yY3108.

3. C HOAYNAPHBIM POCTOM U BblPaXKEHHOW HePOHaIbHOW AnddepeHUMpOoBKoW. Mo
CPaBHEHMUIO C NpeapblayLLMM BapMaHTOM 34€eCh y3/1bl KpynHee, Hellponuab bonee
BblPa*KeH, @ PETUKY/IMHOBbIE BO/IOKHA TOHbLUE

4. KpynHOKAETOUYHaA aHanaacTMyeckaa meaynnobnactoma, KpynHble
aHanaacTMYecKMe KNEeTKU KaK NPaBu/IO CO-CYLLLECTBYOT B 0ObIYHOM
meaynnobnactome, A1A ANarHOCTUKM 3TOM CYLLLHOCTU HE0bXoANMMO
AOMUHMpYoLEee BONbLLIMHCTBO TaKMUX KNETOK B OMYXO/W.

Meaynnobnactomel. [McTonornyeckme
naTTepHbl — KJIMHWUYECKOe 3HaYeHne

a 1
0.9
0.8
07 . T e

| e e

0.6 -

05 -

0.4 1

0.3 H

0.2

0.1

Probability
|
|
|
|
|
|
|
T

Acta Neuropathol (2011) 121:381-396 0
DOI 10.1007/500401-011-0800-8

ORIGINAL PAPER

Medulloblastoma: clinicopathological correlates of SHH, WNT,
and non-SHH/WNT molecular subgroups

David W. Ellison * James Dalton - Mehmet Kocak - Sarah Leigh Nicholson - Charles Fraga *
Geoff Neale - Anna M. Kenney * Dan J. Brat - Arie Perry - William H. Yong - Roger E. Taylor -
Simon Bailey - Steven C. Clifford - Richard J. Gilbertson
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MonekynsipHble NoATUNbI MeayN10013aCTOM

Molecular Subgroups of Medulloblastoma ()
CONSENSUS WNT SHH Group 4
Cho (2010) c6 (& C1/Cs C2/C4 Dot oo
Northcott (2010) WNT SHH Group C Group D CONSENSUS PAPER
Kool (2008) A B E /D
Thompson (2006) B c,D EA AC
dedid i 2 Molecular subgroups of medulloblastoma: the current consensus
DEMOGRAPHICS a h d Y Y ) Michael D. Taylor - Paul A. Northcott - Andrey Korshunov - Marc Remke + Yoon-Jae Cho -
) X ) Steven C. Clifford - Charles G. Eberhart - D. Williams Parsons - Stefan Rutkowski - Amar Gajjar -
Age Group: %Q * 2 Q * t‘% ‘:‘ ' ' % ‘J Q % fu.“ ,} {;. * :y::;::\\\ :‘n‘:.: + Peter Lichter - Richard J. Gilbertson - Scott L. Pomeroy - Marcel Kool *

Gender: Q ' dd:QQ || FT:QQ dgad:Q gd:Q
CLINICAL FEATURES

Histology classic, rarely LCA desmoplastic/nodular, classic, LCA classic, LCA
classic, LCA
Metastasis rarely M+ uncommonly M+ very frequently M+ frequently M+
Prognosis very good infants good, others poor intermediate
= intermediate
GENETICS i 1p
{ 7 8 +
$ 6 3q+ s s 7 X 8
’ 9q- 17q+ 10q- 17g+
M 10g- 18q+ 16q 18q+
~ g CTNNB1 mutation PTCH1/SMO/SUFU mutation i7q 7q
GLI2 amplification MYC amplification CDK6 amplification
GENE EXPRESSION MYCN amplification MYCN amplification

WNT signaling SHH signaling Photoreceptor/GABAergic || Neuronal/Glutamatergic

‘M \ MYC + J & MYCN + J \ MYC 444 J \mlmmMMVC/'MYCNJ

XapaKTepHble TUMbl BU3yanm3aumm A1a KaxKaoro
MONIEKYNAPHOro NoATMNa meaynnobnacTtom

Group 4 * OKpYrAbin, BblParKeHHbIN

> KpaW C pacnpocTpaHeHnem
B 3a4HI0I0 YepENHYI0 AMKY
M Ha HOXKM MO3ra

* bonee narepanbHO
JIOKa/IN30BaHHAsA OMyXxo/b, B
remmcdepe Mo3KeukKa,

* 3un 4 noarpynnbl —
LeHTpasibHaA NOKanmnsaums,
4 rpynna naoxo
HaKan/JnBaeT KOHTpacT

Figure by Dr. P. Krishnan. Ne SickKids and
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MOJ’IeI-(yfIFlprIe noatunnbl — KIMHNYECROEe

3Ha4yeHune, n=545

All patients Infants Children Adults
100 WNT 100 q‘ 100 ‘K‘”’*““—" WNT 100 YT}\H— WNT
SHH 1
80 80 | DT SR, 80 ) 80 o
SHH L =
0 % it 5o o B¢ GROUP 4 - ¥
GROUP 4 GROCK. 4 |Ls SHH GROUP 4
40 40 40 40
— SHH
20 20 20 20
.la P <0.001 ol B P=0015| o C p=0003 ol d NS |
0 S0 100 150 200 250 0 50 100 150 200 250 0 50 100 150 200 250 0 S0 100 150 200 250
TP53 status also predicts outcome in ks st
medulloblastoma ety
All medulioblastomas. DRIGIAL FAFER
A o
i Molecular subgroups of medullobl. an inter 1

WNT medulloblastomas

meta-analysis of transcriptome, genetic aberrations, and clinical
data of WNT, SHH, Group 3, and Group 4 medulloblastomas

Marcel Kool - Andrey Korshunov - Mare Remke - David T. W. Jones - Maria Schlanstein -

Klund -

Peter Lichter - Stefan M. Pfister

. Northcott - Yoon-Jae Cho - Jan Koster - Antoinette Schouten-van Meeteren - Dannis van Vuurden -
. * Andre O. von Bueren

Francois Doz - David W. Ellison - Richard J. Gilbertson - Scott L. Pomeroy - Michael D. Taylor -

efan Rutkowski - Martin McCabe -
Christine Haberler - Franck Bourdeaut - Olivier Delattre -

NHTEerpmMpoBaHHbIM TMCTONOMMYECKUIN U
Mmopdonornyeckmin gnarHos. BO3 2016

Medulloblastoma combined histologic and.
molecular classification in WHO 2016

Table 8.01 Medulloblastoma subtypes characterized by genetic and histologic features

Ganetic profile. Histology Prognosis.
Low.dek tumow, clessic marphokogy found
S 'n akmost al WNT-actvated Sumous
Medb:diastorma, VINT actvated
Large ced/ anspiastc Tureaus of uncartan cleicopaholopeal
(vory tare) sigrbcance
Csse Unceemmon bgh rak tumor
Hgh-esk Lmour prevalert . .
Medabotiastoma, SHlackvated,  Large ool anagiastic st il e i
TPE3mesant A 1-1T
Oesmoplastc  noduar Tursous of uncestain chicopathological
(vary tare) signcance
Classe Standard sk kemot
Turscus of uncartan chekopathologcsl
Large ced/ snaplastc
Medubotiastoma, SHH-actvated, sgritcans
TPS3wikdype £ Low-risk tumour n ietans. grovalent in
Desmoplastc / nodulsr ekl
Extonsve noddarty Low ik fumowr of farcy
Medstotlastoma Clssc Standard ok hamout

#on-WNTIneo-SHH, growp 3 Large ool / anaglastc Hghashk tumour
Staodurd-ak henour, s mophology
found in wimost ol group & kemours

Tunau of uscatan cesnpaticiogcal
sgncance

Classc
Medobiastoma
con-WNThen-SHH,group 4
Large cel / anaplasty: {rave)

Reprintod froes [27). 16 peessasion {rom e WHO

1. Knaccuyeckas M KpymHoOKAeToYHas/aHanaacTmyeckas
MOpPdONOrNA MOKET BCTPeYaTbCA B to6om
reHeTM4Yeckom npooune.

2. noytv Bcerga WNT aKTMBMPOBaHHbIM TMN
BCTPeYaeTCcA Knaccmyeckoin Moppoaorum n sTo onyxonm
¢ 61aronpuATHBIM NPOrHO30M NMPKU CTaHAAPTHOWM
Tepanuu. U cyliectByeT HECKONbKO NMPOTOKON0B
KJMHUYECKMX UCMbITaHWI, KOraa Ae-3CKanauma Tepanum
He B/IMANA Ha NPOrHo3 3aboneBaHNA NO CpaBHEHEHMIO
CO CTaHAAPTHLIMM MPOTOKONAMM Tepanuu.

3. gecmonsiactmyeckas/HoaynapHaa mopdonorua
BcTpeyaeTca B SHH-akTMBMpPOBaAHHOWM Noarpynne, HO 3Ta
noArpynna o4eHb HeoAHopoAHa. Hanpumep, ecaun
meaynnobnactoma SHH-akTMBMpoBaHa c myTaunen
TP53 ¢ KpNHOK/IETOYHOM/aHaNnacTUYeCcKown
mopdosiorMen - 3To O4eHb arpeccMBHas onyxosb. B
Apyroii ctopoHbl, SHH-akTMBMpoBaHHasA onyxonb ¢ TP53
AVKOTO TMNa ¢ HOAYNAPHOM/AecMoniacTMYeckoi
mopdosiormen — 3To rpynna c o4eHb 61aronpPUATHbIM
NPOrHO30M.
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CyLLecTByeT ABE AOMNONHUTENbHbIE NOArPYNMbl B
KaTeropmm Knaccn4eckom /KpynHOKAETOYHOM

aHaMN1aCTUYECKOM I\/\e,ﬂ,yflfIO6fIaCTOI\/\bl

A,

B

:".‘ 7 2
et | o 2

Meaynnobnactoma ¢ MmoreHHo andpodepeHLMpPOBKON Mo
KnaccudpuKauum ctana meayniommobaactomorn

* Meaynnobnactoma c menaHotTM4yeckon anddepeHUpoBKOM

PekomeHaaunm no meaynnobiactome

WHO 2016

* KOHCEHCYHCHble KpUTEPUM ANA UCMNONB30BAHMA ABYX PA3HbIX TEXHUK
ANA onpeaeneHuns pasnnyHbIX MOIEKYAAPHbIX NoArpynn:

* UT'X c 6eTa-KaTeHNHOM — naeHTndmKauma WNT akKTUBMPOBAHHOIO NyTw,
dunammHom — SHH nyTb, p53 1 AON.OKPACKOMN HA PETUKY/IMHOBbIE
BONNOKHA

* HaHOCTpUHT
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KnaccudunKauma amOproHanbHbIX ONyXonewn

Embryonal Tumors

Medulloblastoma, not otherwise characterized (WHO grade 1V)

D ic/nodular medt (WHO grade IV)
Medulloblastoma with extensive nodularity (WHO grade IV)
Anaplastic medulloblastoma (WHO grade 1V)

Large cell medulloblastoma (WHO grade IV)

Central nervous system (CNS) primitive neuroectodermal tumor (PNET) (WHO grade IV)
Medulloepithelioma (WHO grade IV) “
Neuroblastoma (WHO grade IV)

Ganglioneuroblastoma (WHO grade 1V)
Ependymoblastoma (WHO grade IV)
Atypical teratoid/rhabdoid tumor (WHO grade IV)

Removal of the term PNET!

Subtypes of embryonal tumours (all WHO grade IV):

+  Medulloblastoma

Embryonal tumour with multilayered rosettes, CI9MC altered
Embryonal tumour with multilayered rosettes, NOS
Medulloepithelioma

CNS neuroblastoma

CNS ganglioneuroblastoma

CNS embryonal tumour, NOS

brotocol-education sessiorbrainicns

Embryonal tumour with multilayered rosettes (ETMR),

C19MC altered

370T AMarHo3 Heob6xo4MMO NOATBEPAMUTD C
NMOMOLLIbIO MONEKYNAPHbIX METOA0B —
amnanoukauma n ¢ysma C19bC B nokyce 19q.

B 0OCHOBHOM BCTpeYaeTcs y MaJieHbKUX AeTei
mnagwe 4 net, B OCHOBHOM TOparKaoTcs
nonywapua mosra, Ho MOryT BCTpeyaTbCs U B
MO3¥KeuKe 1 CTBoNe MO3ra

ArpeccuBHas onyxonb, CpeaHas
BbI)KMBaeMoCTb 12 mecsaueB

TMCTONOrMYecKM SMBpMOHaNbHAA OMYX0b C
MHOTOC/I0MHBIMM PO3EeTKaMU UMeeT
MaJIOK/IETOUYHbIE YYACTKM, C HEMPOMMUIEM M
KNacTepbl IMBPMOHAIbHBIX KNETOK C
MHOTOC/IOMHbIMM PO3ETKaMM
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IMBpPUOHaNbHaA ONyxo/b C 0O6UIbHbIM
Henponuaem 1 UCTUHHBbIMW PO3ETKaMM.

Acta Neuropathol (2014) 128:279-289
DOI 10.1007/500401-013-1228-0

ORIGINAL PAPER

Embryonal tumor with abundant neuropil and true rosettes

(ETANTR), ependymobl and medulloepitheli share
molecular similarity and comprise a single clinicopathological
entity

Andrey Korshunoy - Dominik Sturm - Marina Ryzhova - Volker Hovestadt - Marco Gessi - David T. W. Jones -

Marc Remke - Paul Northeott - Arie Perry - Daniel Picard - Mare Rosenblum - Manila Antonelli - Eleonora Aronica -
Ulrich Schiiller - Martin Hasselblatt - Adelheid Woehrer - Olga Zheludkova - Ella Kumirova - Stephanie Puget -
Michael D. Taylor - Felice Giangaspero V. Peter Collins - Andreas von Deimling - Peter Lichter - Annie Huang -
“Torsten Pietsch - Stefan M. Pfister - Marcel Kool

3I'IeH,CI,MM06}13CTOMa

meaynnoanuntennoma

MeaynnoannTesimomad

* Megynnoanutennoma c
amnanopukaumnen C1I9SMC = ETMR ¢
amnandukaumnen C19MC

* Megynnoanutenmoma be3
amnanpmkaumm C19MC =
Meaynno3nuTeIMoma

dneHanMmobnactoma nam ETMR
* 6e3 amnandpukauum C19MC = ETMR
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ATUnuyeckan TepaTomaHo-pabaonaHan onyxosb

* B OCHOBHOM BCTpeYaeTca y MaseHbKUX B, S
AeTen, B NONyLWapUAX Mo3ra > &

* LLINPOKMIA CNEKTP FTMCTONOMMYECKMX
U3MEeHeHUNn 1 MmmyHpdeHoTMna
(Hambonee YacTo NPUCYTCTBYHOT
pabaonaHble KNeTKK)

* MOJIEKYNAPHO-TEHETUYECKU
onpeaenserca Aeneuma uan mytauma
SMARCB1 (INI1) unu peske — SMARCB4
(BRG1) — MMMYHOIMCTOXMMUYECKN He
onpegenaetca INI1 nan BRG1

* Echn He yaaeTca onpeaeantb 3TU
MapKepbl — AMarH03: 3M6pMOHaI'IbHaFI
onyxosab un pa6ﬂ,OMAHbIMM 4yepTamu.

[MH3T 6e3 amnanduraumm C19MC.
[TpaKkTMYecKne pekomeHaaLumm

* Heo6x04MMO UCKNKOUNTD
* MyTauuto INI1/SMARCB1

* [nMombl
* RELA + aneaumombi
* [nubnactombl ¢
KOMMOHEHTOM NPUMUTUBHOMN §
HelpoaKTOAEPMAbHOM
onyxonu

* [IMOMbI C MyTauuen
H3G34R, H3K27M
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Biomarker Studies (Note D}
Hiote: Pending bomarker studies mey be isked in the Comments sechon of (N report
AIRX
ATRX mutation
Absent
___ Present (spacity):
—_ Cannot be determined (oxpiain)
ATRX expression (immunohistochemistry)
Intact nuciear expression

" Loss of nuciear ex
" Cannot be determined (explain)

BRAF akterations
BRAF mutation

— Absent
' BRAF VBOOE (c.1799T>A) mutation present
___Other

— (explain).
KIAA:BRAF rearrangement/duplication
—_ Absent

—_ Present

— Cannot ined (explain);

BRAF V60OE expression (immunohistochemistry)
— Negatve

Cannot be

C19MC aheration
__ Absent
_ Absent with low level gain

" Present

— (explain)

Chromosomal arm 1p/19q codeletion
No deletion

 1p/19q codeletion
—_ 1ponly deleted
19q only deleted

osomy (specity)
__Relative deletion (speciy)
" Cannot be determined (expiain)

Chromosomal 7 gain®
dhed by EGFR locus, 10loss

Absent

" Prosent
. Cannot be determined (explain).

" Positve
- (explain)
Chromosome 10g23 (PTEN locus) deletion
Bata-Catnin exprossion | CTNNB1 mutation — No deleton
" Deletion dentified
" Polysomy (speciy):
__ Absence of nuciear expression
" Positive nuclear expression — oncacy (spsc)
T Cannot be determined (explain): — Cannot
CTNNBT mutation PTEN mutation
~ Absent __ Absent
~ Present —_ Present (specity).
[EGFR ampilfication and EGFRvill mutation
EGFR amplification

—_ Absent with low level gain
 Present

___ Cannot be determined (explain):
EGFRVIll mutation

__ Absent

_ Present
—_Cannot

FGFR1 mutation

___ Absent

__ Present (specify)

—_ Cannot be determined (expiain)

GAB1 expression (immunohistochemistry)
___Negative
" Positive

___Cannot be (explain):

27.10.2018

Hi H3 mi and K27
H3 gene family mutation
Negative

" Positive
Cannot be ined (explain):

Histone H3 K27M expression (immunohistochemistry)
Negative

—_ Positive
_ Cannotbe ined (explain):

H3 K27me3 expression (immunohistochemistry)
___ Intact nuclear expression

" Loss of nuclear expression
___Cannot be i (explain):
IDH1/IDH2 mutation
IDH1/IDH2 mutation
___ Absent
___ Present (specify):
___ Cannot be (explain):

IDH1 R132H expression (immunohistochemistry)
___ Negative
" Positive

" Cannot be ined (explain):

Isochromosome 17q (117q)
Absent

" Present
" Cannotbe (explain):

Ki-67 expression (immunohistochemistry)
Hotspot percentage of positive tumor cell nuclei: %

L1CAM expression (immunohistochemistry)
Negative

" Positive
___Cannotbe ined (explain):
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MoneKkynapHble TEXHONOMMK, AaHHbIE
rocnutans Stony Brook

B nabopatopuu: WUccneposaHue B pepepeHcHOM
* Hanbonee yacto FISH (88%) LeHTpe
* TapreHTHbIM reHHbIV cuKBeKc (60%) %"5361’(',/?)0"% 4acto H3F3A K27M

« MNLP LOH (40%)

* leHoTMnMpoBaHue IDH (56%)
* MIUP ana metunmnposaHua (40%)

* TectupoBaHne MGMT

* MeHee 4acTo — NONHOTEHOMHbIN . _
CMKBEHC, HAHOCTPUHT, U Apyrie I(\élg%?’eﬁlg)ngR AE I\S/’Eié(glELkliS%/f),l?/ﬁ'X
* KAMHKWYecKne TecTbl He ATRX (11%)

npoBOAATCA 3a Npeaenamm

o .
aKKpeAMUTOBaHHbIX J1abopaTopuii BO/IbLIMHCTBO BbICbINAIOT B

npeaenax cBoero pervoHa (67%),
%El?lj/,zB apyrue pernotsol, 13% - 8

AJCC 8t: nepexopm, oT nonyaAaumoHHOro
noaxoaa K nepcoHanusauun.

Knaccndukauma BO3 onyxonen LHC
2016 rona obecneymBaeT ABa
OTHOCUTE/IbHO CBA3aHHbIX MEXKAY
cobon noaxoaa K NPOrHosy:
KNacCUPUKALMOHHbBIN U Cancer Staging
rpaavpytowmn, rae rpagaumm bonee Manual
621M3KO CBA3aHbI C FMCTONOMMYECKOWA
KnaccupumKaumen 4em B Apyrux
opraHax u cuctemax.

25



27.10.2018

Brarogapto 3a BHMMaHMe!
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