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Hogplii B3misa Ha kinaccupuxkanuo HHHC
(kvaaccupurkauusa BO3 2016)

3abpoackas KOnus MuxannosHa

BO3 knaccuduKauma v rpagauma onyxonem LeHTpanbHon
HEepPBHOW CUCTEMDI

Louis, D. N. WHO classification and grading of tumours of
the central nervous system / D. N. Louis // WHO
Classification of Tumours of the Central Nervous System. —
Revised 4th Edition. — Lion: IARC, 2016. — P. 12-13.

Knaccnoukauyma 2016 LHC, opuuymanbHo npeacraBnser
o6HoBeHHy0 2007 4-ensnaHue, a He popmanbHoe 5-e
usgaHue.

«BaxkHelwmnm cobbitnem 2016 ronaa B HEMPOOHKONOMUN,
PaBHO KaK M B HEMPOXUPYPIrum U Helipomopdonoruu,
ABMCA BbIXxoh HoBOW «KnaccuduKaumm onyxonen
LEeHTpaNnbHOM HepBHOM cuctembl» BO3 c ogHOBpEMEHHOM
ny6anKaumeit o6ocHOBaHMNA TeX U3MEHEHUIA, KOTOPbIE B HEN
NOABUANCH. »

David N. Louis et al.Acta Neuropathol (2016) 131:803-820
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The 2016 World Health Organization Classification of Tumors
of the Central Nervous System: a summary

B 2014 roay coBelaHue, NnpoBeaeHHOE B
Xapneme (HugepnaHgbl) nog arnaom
MexayHapoaHoro obuiecTsa
HEBPOMATONOrUU, NPEANOKUI0
PEROMEHAALMM NO BKIOYEHUIO

HEAPOOHKOJIOTHSA
S MONEKYNAPHBIX XapaKTePUCTUK B ANATHOCTUKY
onyxo/ieil roN0BHOIo MO3ra, YTO ABM/IOCH
NoAroTOBKOW K Cepbe3HOMY NepecMmoTpy
Kknaccudukaumm BO3 LLHC 2007 roga.

[nsa HoBOW pefaKumm
noTpeboBanoch MexAyHapogHoe
coTpyaHu4dectso 117 yyactHukos n3 20 cTpaH
1 obcyKaeHna Haubonee cNopHbIX BONPOCOB B
xone TpexaHeBHOM KoHdepeHunn
KOHceHcycom paboueit rpynnbl n3 35
HEeBpPOMNaTo/a0roB, HEMPOOHKONOTUYECKUX
KIMHWYECKMX KOHCY/IbTAHTOB U y4eHblx 13 10
CTpaH.

KOMGMHMPOBBHHHH TMCTONOINN4YecCKo-
MoOnerynapHan KI'IaCCVId)VIKaLI,Mﬂ

* B TeyeHWe NoyTH cToneTmsa KnaccudurKaumsa MO3roBbix onyxonemn
6bl1a OCHOBAHA Ha NOHATUAX FUCTOreHe3a, YTO OCHOBbIBA/IOCH Ha
TEOPETUYECKOM MOJIONKEHUMN O TOM, YTO OMYX0AU MOFYT BbITb
OTHECEHbI COMMACHO MX MUKPOCKOMMUYECKMM OBLLMM NPU3HaAKaMm C
npeanonaraemMbiMy IMHUAMM KNETOK, B PA3/IMYHbIX COCTOAHMUAX
andpdepeHUMpPoBKUM, U3 KOTOPbIX OHU NPOUCXOAAT.

*  ITM obwme rnctonormyeckme YepTol OblIN OXapaKTepmU3oBaHbI
npe/e Bcero Ha 0CHOBE CBETOMUKPOCKOMNMYECKOro UCCAeaoBaHNs
OKpaLleHHbIX reMaTOKCUANHOM M 303MHOM CPEe30B,
MMMYHOTUCTOXMMUYECKOW 3Kcnpeccumn 6enkos u
3/1eKTPOHHOMMKPOCKOMNUYECKOTo U3yHeHUA YAbTPACTPYKTYPHbIX
ocobeHHoCTEN.
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KombuHMpoBaHHan ructonornyecko-
MOIeKYNAPHaA Knaccupukauma

BO3 knaccudumraumm 2000 1 2007 rogos paccMaTpMBaim MMCTOIOTMYECKUE
0cobeHHOCTM BMecTe € HbICTPO YBEINUMBAIOWMMUCA 3HAHUAMU O
reHeTUYeCKMX U3MEHEHMAX, KOTOPbIE N1eXKaT B OCHOBE OHKOreHes3a
onyxonei LHC.

MHorne U3 KaHOHUYECKUX TeHETUYECKMX anbTepaunin 6biam
NMAEHTUPUUMPOBAHDBI KO BpeMeHU U3gaHus knaccudurkaumm BO3 2007
roga, Ho reHeTUYECKUI CTATYC CAYKUA AONONHUTENbHOW MHPOPMaLMen B
paMKax AMarHOCTUYECKUX KaTeropuii, yCTaHOB/IEHHbIX HAa OCHOBE
CTaHAAPTHbIX TMCTONOTMYECKUX UCCe0BaHUMN.

Knaccudumkaumsa BO3 2016 roga BKIOYAET Ha PaBHbIX U3BECTHble
MONEKYNAPHbIE MapameTpbl B Knaccuoukaumio onyxoneit LHC, uto
obycnaBanBaeT BHegpeHMe KOMbMHUPoBaHHOW deHoTUNOo-
reHOTUMNYECKON ANArHOCTUKM

HoBble mopdpo-MmoneKkynapHble
HO30/10TMYeCKne eaUHULbI

Anddy3Hble rMMOMbI Pa3HOM CTENEHM 310KAYECTBEHHOCTU C
myTaupeii B reHe IDH n 6e3 mytaumn,

anodody3Hasa rmoma cpegHen NMHUK ¢ mytaumen K27M H3
(H3F3A),

aMbpUOHabHasA ONyX0/ib C MHOTOC/IOMHbIMW PO3ETKAMU U C
nospexaeHvem reHa C19MC,

aneHaMmoma c xumepoii RELA (RELA fusion-positive),
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HoBble ructonornyeckme Tunbl

anddy3Haa nenTomeHUHreabHas MUOHeENPOHanbHas
onyxonb (5100, Olig2)

aHannacTMyeckan nneomopdHas KcaHToactpouuToma (GlIl)
anutennogHan ranobnacroma
MbpuaHan onyxonb nepmudepuyeckoro Hepaa

((neﬂ,VIanVI‘-IECKVIe» acTpoumnTombl 1 onunrogaeHapPoOrMoOMbl

(HeT myTaunii B IDH1, IDH2, TP53, u ATRX). Bo3pacm 0o 20 nem.

B HOBOM KnaccudpumKauumm nepecrtanm
CyLLECTBOBATb:

MoapasaeneHune No LUTONOMMYECKOM XapaKTEPUCTUKE
acTpountom (NpoTonnasmatuyeckasn n pubpunnapHan
acTpoUMTOMbI 06beamHeHbI B rpynny AnddysHbIx
aCTPOLMUTOM) U KNETOYHO-OTPOCTYaTan (Knaccmyeckas)
aneHAMMOMa, KOTopas cTana NpocTo 3NeHAMMOMOMN.

dneHamMmobnacToma M IMOBpPUOHaNbHAA ONYX0/b C 06U/IbHbIM
HeMponuaem u UCTUHHBIMWU PO3ETKAMM U
Meaynn103NUTeIMoOMa , NOrNOLWEHbI HOBON HO30/10MMYECKOM
eanHuuen asmbprnoHanbHaa onyxo/ib C MHOTOC/OMHbIMU
po3eTKammn u ¢ nospexgeHnem reHa C19MC

MPMMUTMBHAA HelMpo3NuTenaabHasa onyxosb (cTana
3MBpPUOHaNbHOM ONYX0/biO),

[MrnomaTo3 Mmo3ra (CTan BapnaHTOM pocTa Ntoboro BMaa
FNMaNbHOMN OnNyxonm)

27.10.2018



Mpajauum onyxoam No NPOrHocTMUeckum paktTopam

BO3 rpagauma (WKana 310Ka4eCTBEHHOCTM OMyX0/M) OCHOBaHa Ha
rMCTONIOTMYECKUX 0COBEHHOCTAX M ABNSAETCA OAHUM U3
KOMMOHEHTOB pPALa KpUTepUeBs, BANAIOLWMIA Ha BbiIbOp MeToaoB
NleYeHuns, NCNoNb3yemMblX ANS NPencKasaHua peakLmm Ha Tepanuio
n ncxopa.

[pyrve Kputepmm BKAKOYAKOT KIMHUYECKME NPOABAEHUSA
(Hanpumep, BO3pacT NauMeHTa, ypoBeHb paboTocnocobHoOCTH,
JIOKanM3auma onyxonu),

Paavonoruyeckune, peHTreHonormyeckne ocobeHHocTv (Hanpumep,
HaKoM/IieHWe KOHTPACTa), pacluMpPeHNe XMPYPIrUYECcKomn peseKLmm,
3HaYeHue MHAEKca NpoandepaLmm, a TakKe Haanumne
reHeTMYECKUX anbTepaLmii.

FeHeTMYecKni Npodunb cTaHOBUTCA BCE 6onee 1 Bonee BarKHbIM
NOTOMY YTO HEKOTOPbIE reHeTUYecKne N3MeHeHus (Hanpumep,
myTauma IDH B guddysHbIx rMomax), Kak 6110 yCTaHOB/EHO,
MMetoT BarKHOE MPOTrHOCTUYECKOE 3HAYEHMe.

A5 Ka#0020 onyxoneeo2o cUHOPOMA KOMOUHAYUA 3mMux
napamempoe codelicmayrom nosnHoyeHHoli oyeHKe NpozHo3a.

fucTtonornyeckas rpagauusa BHYTpu
onyxonesbiX CUHAPOMOB

[o HacTosuwero BpemeHun BO3 knaccudpukaumm
onyxonei LUHC HasHaunnum rpagaumto Kak onnmcaHo
Bbile (TO eCTb MeXay ONyxo/IeBbIMU CUHAPOMAMM).

BO3 knaccnopmkauma 2016 roga Bnepsbie NpUHANA
TaK)Ke NPMHLMN rpajaLnm BHYTPU ONyX0aeBoro
CUMHApPOMaA.

3TOT NPUHLUMMN NPUMEHEH K CONUTAPHOM pUBPO3HOIA
onyxonu ( remaHrMonepuuuTomMe), aneHANMoMe ¢
xumepon RELA, 3000MH.

Mpaga.umei BHYTpM ONyXoieBbiX CUHAPOMOB, MOXKET
6bITb 4OCTOMHCTBOM ANA byayuero BO3
KNacCMpUKaLLMmM MO3roBbIX ONyXo/ei.
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ANropuTM NOCTaHOBKM AMArH03a rMnasbHbIX ONyxosen
LHC B cootBeTcTBUM C KnaccudpuKkaumneir BO3 (2016)

e —

1DH crarye IDH syras IDH wermmaah | IDH syraruen IDH neramumnan

<apasmepo, wo
e mpeGyemcs ds Ouaznos

C yuétom 3Toro B BO3 knaccudmkaumio 2016 66110 BKAOYEHO AONOAHUTENbHOE
AmnarHoctuyeckoe obosHadeHne «NOS» — not otherwise specified, 7. e. 6e3 ocoboit
cneymounkaunm (6e3 gpyrux yTouHeHU M, Kak ecTb), 6e3 onpeseneHus reHeTMYeckmx
ansTepauui

YactoTa BcTpeyaemocTu mytaumm B reHe IDH B
HEeNPOo3NUTENMANbHbIX ONYXONAX

LnddysHan actpountoma (GII) 7 (50%) 7(50%)
(pTOTIPHEACTRSIONE 1 (509%) 1(50%) 2
?GH:Il;nacmqecxaﬂ acTpoUATONa (5 107) 6(46%) 13
Onuroaenaporavoma (Gll) 7(78%) 2(22%) 9
Onuroactpouuroma (Gl) 5(71%) 2(29%) 7
orenergpormns(cny  4(57%) 3(43%) ’
onescrsoumonatany  7(100%) 0 /
i 0 2(100%) 2
mvobracronafmospions 12(34%) 23(66%) 35
(GIV)
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IMBpPUOHANbHbIE ONYXONU

*  Medynnobnacmomel, 2eHemu4yecKu onpeodenéHHole:
*  Meaynnobnactoma WNT-akTUBUpOBaHHas.

*  Megynnobnactoma SHH-akTMBMpOBaHHasA.

* Meaynnobnactoma 6e3 aktusauymm WNT u SHH.

*  Medynnobaacmomel, 2ucmosozudecku onpedenéHHole:
*  Meaynnobnactoma Knaccmueckas.

*  Mepgynnobnactoma 4eCMONIACTUKO-HOAYNAPHASA.

*  Meagynnobnactoma € 3KCTEHCUBHOMN HOAYNAPHOCTbIO.

*  Megynnobnactoma KpynHOKIETOYHANA-aHaNAaCcTUYeCKas.

*  OM6pUOHaNbHaA ONyX0Nb C MHOFOC/NIOMHBIMU PO3eTKamu, ¢ anbTepauueit reHa C1I9MC.

*  Megynnoanutennoma.
* He#pobnactoma LIHC.
*  [aHmMoHelpobnacTtoma LHC.

*  DmbpuroHanbHas onyxonb LUHC 6e3 cneunduraumm (NOS).

*  ATMnNuyYHas TepaTomaHo-pabaonsHas onyxonb

MNoatunbl meaynnobnacTtomol
C XapaKTepHbIMN KOMBUHALMAMU reHETUYECKUX U
rMCTONOrMYECKMX NapameTpos

leHeTUYeCKuM

npopunb
Megaynnobnactoma, Knaccunyeckasn
WNT-aKTMBMpoBaHHaA
KpynHokneTouHas- aHannactuyeckas (o4eHb
peakas)

Megaynnobnactoma, Knaccunyeckasn
SHH-akTMBMpOBaHHaA,
TP53-myTaHTHaA KpynHokneTouHaa- aHannacTu4eckas
JlecmonnacTuko-HoAynapHas (04eHb
peakas)

Megaynnobnactoma, Knaccuyeckasn
WNT SHH-aKkT“BMpOBaHHaA,
¢ TP53 npupogHoro Tuna KpynHokneTouHas- aHannacTuyeckas
[lecmonnacT1ko-HoAynApHas

SKCTEHCUBHO HOAYNAPHAA

Mepynnobnactoma, He Knaccunyeckan
WNT u He SHH, rpynna3

KpynHokneTouHas- aHannacTuyeckas

Mepynnobnactoma, He Knaccuyeckan
WNT u He SHH, rpynna4
KpynHOKNeTo4Has- aHannacTuyeckas

(peako)

Onyxo/ib HU3KOTO PUCKa; KAaccuyeckan Mopdonorna obHapyxnsaeTca
no4tn Bo Bcex WNT-aKTMBMPOBaHHbIX ONYXONAX
KAMHMKO-NaTONIOrNYeCKM HEUETKO CUTHUOULMPOBAHHAA ONYXO/b

Onyxo/b HeOBbIYHO BLICOKOTO pUCKa
Onyxo/ib BbICOKOTO PUCKa, NpeBaupytollany aeteit 7-17 net

KAMHWMKO-NaTONIOrMYECKM HEYETKO CUTHUGULMPOBaHHAA ONYX0b

OnyxoAb CTaHAAPTHOTO pUcKa
KMHWKO-NaTONOrMYECKM HEYETKO CUTHUULIMPOBAHHAA ONYXO/ib

OnyXo/b HU3KOTO PUCKa Y MAAAEHLLEB; PACMPOCTPaHEHa Y rPYAHbIX
AeTeil U B3poC/bix

Onyxo/ib HU3KOTO PUCKay MAaAEeHLIEB

Onyxo/ib CTaHAAPTHOTO PUCKa

Onyxo/b BbICOKOTO pycKa

Onyxo/ib CTaHAAPTHOTO PUCKA; Kaccnyeckaa Mophonorus,
06Hapy)KMBaeTCA NOYTM BO BCEX OMYXONAX rpynnbi 4

KAMHWKO-NATONI0rMYeCcKU HEYETKO CUrHUGULMPOBaAHHAA ONYX0/b




[lporHos

* 1. AndodysHaa actpoumtoma Gll, aHannactnyeckas Glll — mytaums 8
reHe IDH (U)X, NLP) — NO3UTUBHbIN NPOrHO3;

* 2.0nuropeHapornnoma GlI/Glll — myTauma s reHe IDH, Kogeneuus
1p 199 (MUTX, NUP) — n03UTUBHbIN NPOrHO3;

* 3. nnobnactoma (GIV) — myTauma B reHe IDH (UTX, NLP) —
NO3MUTUBHbIM NPOrHO3;

* 4. OudodysHas rmmoma cpegHeit nmHum (GIV) — c mytaumeint K27M B
reHe H3 (H3F3A) (MUIX) — HeraTMBHbI NPOrHoO3;

* 5.3neHanmoma (GlI/GlIl) — c xumepoi RELA (RELAfusion-positive)
(70% y petein) (LLCAM — UTX, NUP, FISH) — HeraTMBHbIN NPOrHO3;

* 6. Meaynnobnactoma (GIV) — c akTMBaLMel CUTHaNbHOTO KacKaaa
WNT (MI'X) — nO3nTMBHbI NPOrHO3; C aKTUBaLMEN CUTHAIbHOro
Kackaga SHH (MPLL) — HeraTUBHbI/ NPOrHO3;

* 7.2MbproHanbHas ONyxoib C MHOTOC/IONHbIMMK po3eTKamu (GIV) —
¢ nospexgeHnem reHa C19MC (FISH) — HeraTuBHbI NPOrHO3.

Onddy3Hasa cpeamMHHan rmoma c
myTaumen H3 K27M Wi
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3aKka4yeHune

e 1. OcHoBoM Knaccnodukaumum onyxonen LHC
OCTAeTCA NTMCTOreEHETUYECKUN MPUHLUI.

* 2. BBeaeHbl reHeTUYECKME NPOrHOCTUYECKUE
KpUTEPUU ON1A XapPaKTEPUCTUK FNaANbHbIX U
aMbBpPUMOHANbHbIX OMYXOJIEN C BblAENEHNEM UX B
camocToAaTe/IbHble POopMbl.

» 3. Nopaepr*knBaeTca NPOrHOCTUYECKas
FMCTONIOTMYECKan WKana rpagaummn - cTeneHu
3/10KQ4YeCTBEHHOCTM C pacluMpPeHneEM nx
NPUMEHEHUA B OAHOM TUNe HOBOOHPA3OBaAHUN.




