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KANHUYECKME OCOBEHHOCTU U ANATHOCTUKA OJIUTOAEHAPOI/IMOM

Osnuz00eHdpoz/1uaibHele onyxoau A8AA10MmMcs pedKUMU NepauYHbIMU ONyXOAAMU 20/108HO20 MO32d, COCMasis-
rowumu npubauzumensHo 5% ecex HeliposnumenuansbHeix onyxoaeli yeHMpansHol HepaHol cucmemsl. Imo
MedieHHO pacmyujue UH@UIbMpPamusHsie onyxo/iu, Komopsle Mo2ym bbimb KAUHUYECKU He3aMemHeIMU 8 me-
YyeHue MHo2ux Jiem.

bosbWIUHCMBO HU3KO03/10Ka4ecmeeHHbIX 0/1U200eHOpo2/IUOM UMerom 2UNnepUHMeHCU8HbIl Uau CMewaHHbIl
CU2HaN Ha T2-e3gewieHHOU MazHUMHoO-pe3oHaHcHol momozpaguu (MPT) u eunouHmeHcUsHsIl Uiu cMewaH-
HbIl cueHan Ha T1-s3gewieHHbIX U30OpaxeHUsX. YcuneHue KOHMpPAacma A8a39emcs nepemeHHsIM U He 0643a-
MmeJIbHO yKa3sieaem Ha 86ICOKYH CmeneHsb 3/10Ka4ecmeeHHoCMu.

Ana duaeHocmuku mpebyemca docmamoyHoe KoUu4ecmao mkaHu 014 2ucmonamosio2u4ecko2o U MoaeKynAap-
HO20 UCccnedo8aHuUsA, 8KIHOHAA Mecmupos8aHue Ha Mymayuro usoyumpamoezudpozeHassl (IDH) u kodeneyuro
1p/19q. AuazHocmuueckas mKaHe mMoxem 6bimb NoOJy4eHa nymem cmepeomakcuyeckol buoncuu 048 21y60ko
pacnosioxeHHsIx onyxoseli, 1ubo 80 epeMa MakcumanLHoO 6esonacHol pesekyuu onyxosel 8 AOCMYynHbIX Me-
cmax.

lamonoauyecku, onu200eHOpo2UOMA U aHanJAacmu4yeckas 0/Uu200eHOpoIUOMA ABAAIMCA 2eHemu4ecku
onpedesieHHbIMU UHGPUABMPamusHsIMU 2AUoMamu, komopele codepxam kak mymayuro IDHI uau IDH2, mak
u kodeneyuro 1p/19q.

o cpasHeHuto ¢ Opyaumu dugghy3HbIMU 21UOMAMU, 01U200eHOPo2/1UOMbl 061a0arom 86ICOKOU XUMUOYYBCMEU-
mesieHocmeto. MexaHu3sm xeMo4yscmaumeeHOCMU, 8epOAMHO, 8 3Ha4YuUmesbHol cmeneHu cea3aH ¢ Memabo-
AuYecku UHOYYUPOBAHHBIMU 3nU2eHemuyeckUMU U3MeHeHUAMU, 8KIK0YAsA 2UunepMemuiuposaHHsil geHomun
CpG (CIMP) u npomomopHoe memunuposarHue O6-memunzyaHuH-AAHK-memunmparcgpepaser (MGMT).
Knrouessle cnoea: onuzodeHopoznuoma, IDH, 1p19q.

BeeaeHue W ANs Onyxonelr CO CMeLIaHHOM TMCTONornen onu-
roacTPOLUTOMbI, ANS KOTOPbLIX MOJNEKYASAPHOE TeCTU-

poBaHWe HedocCTynHO (T.e. Oauroactpoumtoma, NOS)

CyLLecTBYOT 3HauuTesbHble pPa3ivuvs B naTto-
MOPONOrMKM, MONEKYNSPHOW ANArHOCTUKE U ecTe-
CTBEHHOM aHaMHe3e Mexay onurogeHaporivomamu 11
M APYTVMWU FANANbHBIMK OMYXONAMW. DTU Pasavyung  SnupaemMmumonorus
MMEIOT BaXKHble MPOrHOCTMYECKME MOCNEACTBUSA, KO-
TOpble MOTYT NMOBAUATbL Ha NIeYEHMe.

CornacHo o6HoeneHHon B 2016 rogy knaccu-
dukauum onyxonen LIeHTPaAbHOW HEPBHOM cucTe-
Mbl BcemupHOW opraHuzaumMm 34paBOOXPaHEHMS
(BO3), onuroseHAporaMaibHble OMyXOAM B HacTo-
swee Bpems bonee y3KO OnpesesneHbl MOMEKynsp-
HOW AMArHOCTMKOM M BKAHOYAOT B cebsi TONbKO Te
ANdDY3HbIE TMOMBI, KOTOpPble HECYT Kak MyTaLuio

OnvrogeHaporananbHble OMyxoan NpeacTaBaAAoT
cobon pefkune OMyxosu, COCTaBAAOWME NMPUMEPHO
5% Bcex HeMpo3anuTennanbHbIX ONyXonen LeHTpaib-
HOW HepBHON cucTembl [2]. B coBokynHOCTM oanro-
AeHApOranomMa M aHannacTmyeckas OAUrofeHApor-
JIoMa BCTpeyatoTcs ¢ Yactotoit 1/10 ot BcTpeyaemo-
CTV rnobnactoM - Hambonee YacTo BCTPEYaroLLMXCA
310Ka4YeCTBEHHbIX MEPBUYHBIX OMyXOJei roJ0BHOro

IDH1/IDH2 v kogeneunto 1pl19q [1]. AmarHosza «cme-
LaHHas oJIUroacTpoLmTOMa» BOoAblle He CyLLecTBy-
eT AN51 MONHOCTBHO OXapakTepPM30BaHHbIX OMyXOJeln,
HO TEPMMWHONOTUSA COXpaHsAeTca npu obpalLeHun
K WCTOPUYECKM AMArHOCTMPOBAHHBLIM  OMyXOJ/AM

A.O. Koxaxmemosa, email: aizhana0309@gmail.com

Mo3ra y B3pocbix. MpnbansntensHo 1000 onvrogeH-
AporavanbHbIX onyxonen gnarHoctmpyetca B Coean-
HeHHbIX LLTaTax kaxabivi rog [2].
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KnnHnueckne NMPU3HakKu

BONbLIMHCTBO ONNTOAEHAPOIANOM AMArHOCTUPY-
FOTCS y B3pOC/bIX B Bo3pacTe oT 25 go 45 nert. Cpea-
HWIA BO3pacT Ha MOMEHT NOCTaHOBKW AmMarHosa npu-
MepHo Ha 5-10 net 60sbLe ansa onyxoneii Il ctenexm
(aHannactTnyeckas ONUroAeHAPOrIMoMa) MO CpaBHe-
Huro ¢ onyxonamu I cteneHn. OanrogeHAPOrANOMBI
MHOTAa AMarHOCTUPYHOTCA Yy MOAPOCTKOB M Y B3POC-
NbIX B BO3pacTe cTapLue 65 ner [3].

OnunroaeHApPOrIMOMbI NPEACTAaBAAIOT COBOMN Mej-
NEeHHO pacTylme NHPUALTPATUBHbIE OMYXOM, KOTO-
pble MOryT ObITb 6€CCMMNTOMHBIMK B TeYEHWEe MHO-
rux net. Hanbonee pacnpocTpaHeHHbIM CUMATOMOM
ABNAETCA CYLOPOXHBIA MPUCTYM, KOTOPbIA MOXET
6bITb OYaroBbIM VAW MEPEXOAUTb B [BYCTOPOHHUI
(BTOPUYHO reHepann30BaHHbI) CYAOPOXHbIN Npu-
CTyn. Y HeKOTOpbIX NaLMeHTOB HabatogaeTcs beccnm-
MNTOMHOCTb, ¥ OIMFOAEHAPOMANOMA AMarHOCTMPYyeTCs
Ha OCHOBaHWW ClyYaiHbIX AaHHbIX BO BpEMSA BU3ya-
NIN3aLMn MO3ra, BbINMONHEHHONM NO APYro NpuynHe
(Hanpvmep, TpaBMa, MUTPEHD).

OuaroBbIiil HEBPOOTNYECKN AedULNUT 1 reHepa-
NIN30BaHHblE CMMMTOMbI, Takue Kak roloBHas 60b,
peAKM Ha MOMEHT MOCTaHOBKM AmarHosa. [1o mepe
PasBUTUA OMyXOAN CUMMNTOMbI MEHAIOTCA B 3aBUCU-

MOCTM OT loKaam3aumu, pasaMepa M CKOPOCTM pocTa
onyxonu.

BONbWMHCTBO  ONNTOAEHAPOTANANBHBIX  OMYyXO-
Neli BO3HMKAOT B 6e/1oM BeLlecTBe noaylapui ro-
JIOBHOTO MO3ra, NPeMyLLECTBEHHO B IOOHbIX 405X
[4]. Pegko OHM BO3HMKAKOT B MHppPaTEHTOPUaNbHbIX
y4yacTkax 1 B CMHHOM mo3sre [5]. MoxHo Habatoaathb
MyAbTUPOKANbHYIO MaTONOTNKO  [IMOMATO3a, XOTH
Yalle BCEro 3TO CBfI3aHO C acTPOLMTAPHOM TUCTO-
nornei. MoxeT NPONCXOANTb NIENTOMEHUHIeaslbHOe
pacnpocTpaHeHune, HO, Kak MPaBuJIO, Ha MO3A4HWX CTa-
ANAX.

Kak 1 B cnyyae Apyrux rvanbHbix OMyXonem, onm-
roAeHAPOrNOMbI PeAKO MeTacTasnpytoT 3a npesensi
LleHTPasbHOW HEPBHOWM CUCTEMBI.

HelipoBusyanusauus

Ha MPT 60AbLIMHCTBO HU3KO3/10KaUeCTBEHHbIX
O/MFOAEHAPOIINOM  UMEKT  TUMEPUHTEHCUBHBIN
VAW CMeLUaHHbIA CUTHan Ha T2-B3BeLUEHHbIX W30-
OpaXKeHUaX, U TMNOUHTEHCUBHBIA UAWN CMELLaHHbIN
CcurHan Ha T1-B3BeLleHHbIX M306paxeHusx (puc. 1)
[6]. Mo cpaBHeHWIO ¢ ANPDY3HBIMKM acTpoumnToMa-
MU, OIMFOAEHAPOIIMOMBI C 6ONbLUEN BEPOATHOCTLIO
NMERT HeyeTKMe rpaHnLbl 1 HEOAHOPOAHbIV CUrHan
Ha T1- 1 T2-B3BeLUEHHbIX N306paxeHusax [7].

PucyHok 1 - MPT ronoBHoro mo3ra y 40-1eTHero My>k4vHbl € BepBble BbIBNEHHbIM reHepPann30BaHHbIM TOHUKO-KIOHW-

YeckvM NpucTynom. MNoaTeep>KAeHHbIV AnarHos: oavrogeHaporanoma Il crenenn, IDH1-mutant, 1p19q codeleted
A. M13o06paxkeHne oceBoro FLAIR, nokasbiBatoLLiee runepuHTEHCMBHYHO T2-3KCMaHCUAbHYIO Maccy B MpaBoi No6HOM fone.

B. nOCTKOHTpaCTHOG oceBoe T1-B3BelleHHOE VI306pa)KEHI/Ie 6e3 3aMeTHOoro ycnneHna KoHTpacTta.

Kanbundurkaumm, KoTopble xapakTepHbl A8 Oan-
rOAEHAPOrAVaNbHBIX OMyXONeK, Nydlle BU3yannsu-
pytoTca Ha koMnbtoTepHon Tomorpadum (KT) [7].

BonbLIMHCTBO aHamnacTMyeckmx OAUrOAEeHAPO-
IIMOM CBA3aHbl C HEKOTOPbIM KOHTPACTHbIM ycuie-
HMeMm, KOTOpOe, MO-BUAVMOMY, OTpaxKaeT MUKPOCO-
CyAUCTYHO npoandepaumnio 1 yTeuky rematosHueda-
Nnyeckoro bapbepa. Tem He MeHee, OTCYTCTBME KOH-
TPAacTHOrO YCWIEHWA He WCKIo4YaeT aHannactude-

CKYHO rMCTONaTONONMIO, N €r0 MPUCYTCTBME HE UCKHO-
YaeT HM3KYHO CTeMeHb 310KayeCTBEeHHOCTU (CTemneHb
II) ructonatonorumn. 4o 50% HM3KO310KaYeCTBEHHbIX
O/INFOAEHAPOIIMOM NMEHOT HEKOTOPYHO CTeMeHb KOH-
TPaCTHOrO yCUAEeHUA.

MarHuTHO-pe30oHaHCHaa  crekTpockonusa — 06-
NajaeT CnocobHOCTbl0 ObOHapyXuBaTb 2-TUApPOK-
curnytapaT (2HG), noBouHbI MPOAYKT MyTauumu
IDH1 van IDH2, B onpefeneHHOM NpOLEeHTe Onro-
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aeHaporanom un agpyrux IDH1/2-MyTaHTHbIX ravioMax.
[aHHbIN dakT MOXET OKa3aTbCsl NOME3HbIM ANs Ana-
FHOCTMKM, @ TaK>Ke B Ka4yecTBe NOTeHLMaabHOro 61o-
Mapkepa oTBeTa Ha Tepanuto. TeM He MeHee, Heobxo-
AVMbI JanbHelLe UCcaefoBaHns, Tak Kak Haanuume
2HG He sBnseTca cneyndUYHbIM AN ONUTOAEHAPO-
TINOM.

Hn oavH ©3 3TMx pe3ynbTaToB BU3yanusauumu
He sBAsieTCA creunduyeckMM, 1 rmctonatonornye-
cKkoe 0bcnefoBaHMe HeobXoAUMO ANs yCTaHOBAe-
HWA TUMA W CTEMEHW 3/10KaYeCTBEHHOCTU OMyXOJN.
Owmnbka BbIBOPKM, OCOBEHHO Y MALMEHTOB, KOTOPbIE
noABepraroTcs TONbKO OMONCUKM, MOXET MpPUBECTU
K MOCTaHOBKE HEMpaBWAbHOTO AMarHosa u crere-
HW 3/10Ka4YeCTBEHHOCTU OMyXOJX TOJIOBHOFO MO3-
ra. XapakTepucTuku HenpoBM3yanmsauum Onyxo-
NN MOTYT HanpaBAsTb XMpypra npu Bbibope MecTa
Ana 6uoncum, a Haamume yCUeHUs MOXET MOMOUb
B NPEAMNONOXEHMM, YTO OMYXOJb MOXET ObITb 3/10Ka-
YeCTBEHHOW.

AwnarHoctuka

MauuneHTbl ¢ MOAO3peHWeM Ha WHOWUALTPATUB-
HYIO TAMOMY JAOJDKHbI MPOXOAUTH COOpP aHaMHe3a,
HeBpoJiornyeckoe obcaesoBaHE W MarHUTHO-pe-

30HaHCHyt0 Tomorpaduto ronosHoro mosra (MPT)
C KOHTpacToM. [JlonoAHWTeNbHble TecTbl, Takue
Kak toMbanbHas NyHKLUUSA U MarHUTHO-Pe30HaHCHas
CNeKTPOCKONUs, OBbIYHO He YKa3biBatoTCs, HO MOTYT
NpeAoCTaBUTb NOAE3HYHO MHOPMALIMIO B OTAENbHbIX
cnyyasix, Hanpumep, Korda paccMatpuBaetcs Mpo-
Lecc AeMuennHusnpoBaHus npu anddepeHLmanbs-
HOW AMarHocTuKe.

TouHas AMarHOCTVKa OJIUTOAEHAPOINNOM U ApY-
TMX MHOUABTPATUBHBIX FIMOM TpebyeT A0CTaTOUHOro
obpa3ua TKaHu A8 TUCTOMATO/NIOrMUYeckoro U Mo-
NekynsipHoro uccnegosaHuii. ObpaszeL, MOXeT ObITb
MoJlydeH C MOMOLLbHO CTepeoTakCcuyeckon buoncum
AN Ty6oKO pacrooXeHHbIX OMyxXo/el v BO Bpe-
Msi MaKCMMasbHO 6e30MacHOW pe3eKkLmn Onyxoen
B AOCTYMHbIX MecCTax.

Matorucronorus

ONMroaeHAPOrIMOMBI U aHanAacTUYeckne onro-
LEHAPOTIMOMbI SIBASKOTCA FEHETUUECKW OnpeseneH-
HbIMW ANPDY3HO MPOHMKAOLWMMK ranoMamm (pucy-
HOK 2, Tabauua 1), koTopble cogepxkaTt Kak MyTaLuio
IDH1 wan IDH2, Tak 1 KoZeneumr XPOMOCOMHbIX
nned 1p v 19q [1].

| Hitoogy [[] 10k status ] 1p/150 and other genetic parameters [ Glioma type |

Sou—— | — N L O — S A S S R i
\ " y / Y
I ottt || b wlige | | Dmemt || Dby
hlﬁ Genetic testing not done
or inconclusive
L]
—— 19/19q-codeletion :
- ] ; v y +
» Diffuse astrocytoma, | | Oligodendroglioma, | | After exclusion of other entities: ® Diffuse astrocytoma, NOS | | = Glioblastoma, IDH-mutant | | = Glioblastoma, IDH-wildtype
IDH-mutant IDH-mutant and » Diffuse astrocytoma, IDH-wildtype | | = Oligodendroglioma, NOS
1p/19q-codeleted s Oligodendroglioma, NOS # Oligoastrocytoma, NOS
# Glioblastoma, NOS

PucyHok 2 — Knaccndumkauma gndeysHbix mmom BO3
ANropuT™ AMarHoCTMKM
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Tabanua 1

KNACCUDPUKALNA ANDDY3HBIX ACTPOLLUTAPHbBIX
W ONIFOAEHAPOININA/IbHBIX OMYXO/EN BO3

CreneHb MonekynspHo-
Knaccndukauma onyxonu 3/10KayecTBeH- reHeTMyeckme
HOCTU napameTpbl

AcTpouuTapHble onyxoau

AnddysHasa actpoymToma, I IDH1/2 myTauwna*, TP53

IDH-mutant myTauma, ATRX myTauna
AnddysHasa actpoymToma,
IDH-wildtype (aukwuii Tun)

I Het IDH1/2 mymayuu

AHarnnactmnyeckas acTpoumnToma, I IDH1/2 myTaumns*, TP53

IDH-mutant MyTaumsa, ATRX myTtauuma

AHannactnyeckas acTpoLmnToma,
IDH-wildtype (aukuii Tvn)

III Het IDH1/2 mymayuu

IDH1/2 myTtauwna*, TP53

lnnobnactoma, IDH-mutant v MyTaLus, ATRX MyTauys
lMmnobnactoma, IDH-wildtype v Het IDH1/2 mymayuu,
(avkniA TMN) MyTaumsa npomoTtopa TERT

leHeTMYecKkoe UcciefoBaHne
Innobnactoma, NOS v He nposeaeHo, AMbo

pe3ynbTatbl HeybeanTesIbHbI

Anddy3Has rnoma cpesHel

*
AnHun, H3 K27M-mutant v H3 K27M wmyTauus

OJ'II/IFOAEH,CI,pOFIII/Ia!]beIe onyxonun

OnvrogeHapornaMoma, IDH1/2 myTauns*, 1p/19qg-kogeneumnsa*,
IDH-mutant I HeT ATRX myTauun, myTtauma
and 1p/19g-codeleted npomoTopa TERT
leHeTMueckoe nccnepoBaHmne
Onurogenaporanoma, NOS II He NpoBefeHo, MMHO pe3ynbTaThl
HeybeanTeNbHbI

leHeTnueckoe nccnegoBaHmne
Onvroactpouutoma, NOS II He NpoBefeHo, N1MbHO

pe3ynbTaThl HeybeanTeNbHbI

AHannactnyeckas
O/IUTOZAEHAPOTNINOMa,
IDH-mutant and
1p/199g-codeleted

IDH1/2 myTaumna*, 1p/19g-kogeneuns*,
III HeT ATRX myTauuum, MyTaums
npomotopa TERT

leHeTnueckoe nccnegoBaHme

AHannactnyeckasn
111 He npoBeAeHO, B0 pe3y/bTaThbl
onnrogeHaporanoma, NOS
HeybeanTeNbHbI
leHeTnYeckoe nccnesoBaHe
AHannactuyeckas
111 He NpoBeAeHO, MO0 pe3ynbTaThl
onuroactpoumtoma, NOS
HeybeanTeNbHbI

* I3ameHeHuUs, komopsie onpedesisirom KaaccugdukayuoHHsll 06vekm BO3, ommeyeHsl 36e3004kod.

ONVrofeHAPOrANOMBI - 3TO TMCTONOTMYECKM XO-  TPUPYHOLLME OMyXOau, COCTOALLME MPEenMyLLEeCTBEH-
powo anddepeHumpoBaHHble, anddysHO MHOUAb-
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HO W3 KJEeTOK, HanoMWHaKLWMX OANTOAEHAPOLMTHI
[1].

Knaccnueckunin BUg, - 370 1MCTbl UI3OMOPOHbIX KPY-
FAbIX f4Eep, OKPY>XEeHHbIX MPO3paYyHOlM LUTOMNAa3MOM
(BMA, «kapeHoro anua») (puc. 3). ToHkne, pa3BeTBAas-
roLLMeCs Kanuanapbl U MUKpoKaabuubrkaumm asasa-
roTCa TMNMYHbIMK [1]. MoryT npucytctBoBaTth Honee
BbITAHYTblE OMyXO/JeBble acTPOLMTapHble KAETKH, KO-
TOpble COBMECTUMbI C AMarHO30M OJIUFOAEHAPOMN-
OMbl MPU HaANYUN OMNPEAENAIOLLNX MONEKYNAPHBIX
ocobeHHocTen (T.e. myTauma IDH1/2 n kopeneuus
1p/19q) [8]. B cnyyae, eciv NpuCyTCTBYET CMELLaHHan
o/mMroacTpoumTapHasa rUCTONOTUA U TeHeTUYeckoe
TeCTUPOBaHNE He MOXeT ObITb BbIMNOJHEHO, Takas
OMyxo/ab AWArHOCTUPYeTCA BPEMEHHO KakK OJunroa-
cTpoumToMa, 6e3 nHon cneundukaumm (NOS).
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PucyHok 3 - Onvrogengporivoma

Cucrema knaccvdumkaumm BcemmpHon opraHmsaumm
3apaBooxpaHeHuns (BO3) paznnuaer aBe natormcro-
JNIOTNYeCcKmne CTeneHn 3/10KaueCcTBEHHOCTN OJINTOAEeH-
Aporavomel: onurogeHapornnmoma II ctenenn (Hms-
KokauvectBeHHasa) u III creneHn (aHannacTnyeckas).
Onyxonn Il cteneHn xapakTepusyroTca Haanvmvem
aHaniacTUYeckMx MNPU3HaKoB (BblCOKas MAOTHOCTb
KN1€TOK, MUTO3bI, AAEPHas aTUnuna, MMKPOCOCYANCTan
npoandepauma n HeKpo3) 1 cBasaHbl C bonee xya-
LM APOrHO30M MO CpaBHeHuto ¢ onyxoaamu I cre-
NeHw.

EcTecTBEHHOE TEUEHME OAUTOAEHAPOMINOM MpPes-
cTaBaseT cobon NocTeneHHoe pa3BUTUE OT HU3KO3-
NIOKavyecTBeHHbIX (xopowo aAnddepeHLMpoBaHHbIX)
onyxonen 0 BbICOKO3/0KAUYECTBEHHbIX MOPaXKEHMUM
C aHaniacTnyeckuMn npusHakamu. [laHHbie mopdo-
NIOTMYecKne M3MEHeHMWs Pa3BMBAtOTCA MOCTENEHHO
BHYTPU OMYyXO/W, N OOBEKTUBHOE pasanume Mexay
OJINTOAEHAPOTIMOMON (HWU3KOW CTEMEHWN) U aHanna-
CTUYECKOW ONUTOAEHAPONINOMOM (BbICOKOW CTene-
HW) He BCerza BO3MOXHO. Y HEKOTOpPbIX MauVeHTOB
Hab/roZaeTCs aHanaacTMyeckas OJUFOAEHAPOMINO-

Ma 6e3 NPU3HaKoB MnpeaLwecTeyroulero nopaxeHuA
HW3KOW CTEeMNeHN 3/10KaueCTBEHHOCTH.

OCHOBHbIe MOJIeKyNnsaApHbie U3SMEeHeHUsA

Onpegenenne mytauymoHHoro cratyca IDH un ko-
aeneumn 1p/19g Heobxoanmo ansa Bcex aAnddy3HbIX
ONMIOAEHAPOMIVANbHBIX M acTPOLMTaPHbIX OMyXo-
nen.

MyTtaumoHHoe TectupoBanue IDH1/2 - myTauun
B IDH1 n, pexe, B IDH2, aBAAOTCA O4YeHb pPaHHUM
CcObbITUEM B OHKOTeHe3e 1 OnpeaenstolmMm npu-
3HaKoM 60/bWNHCTBa ANPPY3HbIX oM BO3 II n III
ctenenn. Mytaumm IDH1/2 moryT npucyTcTBOBaTh
c n 6e3 kogeneunun 1p/19q. CoBMecTHOe MpucyT-
CTBME OnpezenseT AMarHo3 - OJIUTOAEHAPOrNNOMA,
Toraa kak mytaumsa IDH1/2 6e3 koazeneunmn 1p/19q
TMnNnyHa ana gnddysHeix actpoumTom [9].

VIMMyHOrmcToxnMmmnyeckoe nccnesoBaHne
4na Havbonee pacnpoCTpaHeHHOW MyTaHTHOM dop-
mbl IDH1 (R132H), kotopas wnaeHtudumumpyet 90%
Bcex MyTauuin IDH, MoxeT 6bITb BbINOJHEHO Ha BCEX
obpasuax anddy3HOM rNOMbI AN AUATHOCTNYECKUNX
Lenen B KayecTse NepBOro CKpUHWHra Mmytauuin IDH.
Ecim mmmyHornctoxmmmnsa R132H-myTtanTta IDH1 or-
puuatenbHa Ha OAUroAeHApPOrAvanbHOM obpasLie,
cneayeT BbIMOAHUTL cekBeHmpoBaHue IDH1 (kogoH
132) n IDH2 (kogoH 172). B HekoTOpbIX LLEeHTpax
cekBeHnposaHue IDH1/2 3amMeHVMAO0 MMMYHOrMCTO-
XMMUYECKOE WCCNef0BaHNe B KayecTBe PYTMHHOIO
nccnesoBaHus obpasLoB gnddy3HOM oMbl [1].

MpeanonaraeTcs, YTO HEKaHOHMYECKME MyTaLum
IDH1 n IDH2 BepyT cebs aHanormyHo 6onee pacnpo-
cTpaHeHHor myTauum IDH1 R132H B IDH-MyTaHTHbIX
ONnroseHaporanomMax ¢ kogeneuven 1p/19, n cesa-
3aHbl C aHaNOrMYHbIMU ncxogamu. OAHaKo, AaHHbIN
baKT He,0CTaTOYHO OXapakTepu3oBaH B MTepaType,
1 HeobxoANMbI JasbHENLIME UCCNeA0BaHNS.
Kopgeneuus 1p/19q

CoBMecTHas notepa XPOMOCOMHbIX naed 1p 1 19q
COBMeCTHO ¢ MyTauumel IDH onpegenser gmarHos
ONVroAeHAporIMomMa. Bce onyxonu ¢ onvrogeHapo-
rnaibHbIMU TUCTONOTNYECKMMW MPU3HaAKaMW JOJIK-
Hbl H6bITb MCCNeA0BaHbl Ha kogeneunto 1p/19q. bonb-
LWWMHCTBO AMarHOCTUYecknx fabopaTopuin oLeHnBa-
toT coctosiHme 1p/19q, ncnonbsya GpayopecLeHTHyo
rmbpuansaumto in situ (FISH), Ho 310, Kak nmpaBuno,
¢ nomouwbto FISH HEBO3MOXHO OLEeHUTb MNoTepro
Bcero 1p n 19q nneva. Nccneposanma notepu re-
TeposurotHoctTn (LOH), B KOTOpBbIX OUEHMBAKOTCA
MHOXECTBEHHble 06/1acTM Ha 1lp m 19q, sBaAstOTCS
NydWUM NHCTPYMEHTOM AJid BbliABJIEHUA KOAeneunn
Bcero naeva 1p/19q.



62 I

|k

HEMPOXWPYPTAA 1 HEBPOJTOT Sl KASAXCTAHA

Ne3 (56)

KoMbuHnpoBaHHas noteps LieNbHOro naeya Xpo-
mMocoM 1lp u 199 Hem3MeHHO cBf3aHa C MyTauuven
IDH. O6bHapy>eHue kogeneummn B 1p/19¢g ¢ nomoLLbro
FISH B otcyTctBMe myTtaumn IDH (moaTBep>XAeHHbIM
cekBeHnposaHvem IDH1/2) npeanonaraeT 4dactuu-
Hyro notepto 1p u/mam 19q. JaHHbIi GakT fOKeH
nobyaunTb K JOMONHUTENBHOMY UCCNEAO0BaHMIO reHe-
TUYECKUX M3MEHEHWI, CBA3AHHBIX C MMobaacToMon
(B YaCTHOCTW, yBENNYEHNE KOANYECTBA XPOMOCOM 7,
notepsa 10 uan 10qg, amnandukaLma reHa peuentopa
anuaepmManbHoro gaktopa pocta [EGFR]).

Kogeneunsa 1p/19gq BO3HMKaeT B pe3synbraTe
HecbanaHCMPOBaHHOM  TpaHCAOKaLMW  KOPOTKOro
nneva xpomocomsl 19 (19p) B AnMHHOE nevo xpo-
mocomsbl 1 (1), mocne yero MpPoOM3BOAHAA XPOMO-
COMa C KOPOTKMM nieyom 1 v AanHHBbIM naeyom 19
Tepsetcs [10; 11]. B onyxonsx, B KOTOPbIX BbifAB/IEHA
3Ta aHomanmsa, kogeneumsa lp u 19g coxpaHsetcs
Mo Mepe NporpeccnpoBaHnsa ONyXoan, YTO NO3BOAA-
eT NPeAnoNOXMWTb, UTO 3Ta TPaHCAOKaLMA ABAAETCSA
paHHWM cObbITVEM B OHKOreHese [12].

Cpeam naLMeHTOB C aHanaacTUYeCcKol OINrOAeH-
APOrIMOMON 1 xapakTepHoW Kogeneumen 1p/19q
Ha/jmume noaMcomMmm xpomocom 1 n 19 moxet BblI-
ABWUTb MOArPynmny nauueHToB C Hambonee XyaLunm
nporHo3om [13; 14]. B nccnegoBaHunm 46 naumeHToOB
c kogeneumein 1p/19g nawLmeHTbl C NOANCOMUEN NMe-
NN 3HAUNTENIbHO MEHbLLYIO MeAnaHy BbIXXMBaeMOCTH
6e3 nporpeccnpoBaHmns 3ab0seBaHNs MO CPaBHEHUIO
C nauueHTamu 6e3 noancommn [14].

AOHOI‘IHMTEH bHbl€ MOJIEKYJ/IAPHblI€ NSMEeHEeHUA

MpakTnueckn Bce onyxonu ¢ kogeneunen 1p/19q
nmerot mytauum IDH v wmmetoT runepmetuampo-
BaHHbI deHoTun CpG-octposa (CIMP), B koTOpOMm
npomotopHasa obnactb O6-metuaryaHnH-AHK-me-
TmatpaHcpepasbl (MGMT), Kak NpaBuao, Takxke me-
TuanpoBaHa. lNMpomoTtopHoe metuanposaHne MGMT
HeobXxoAMMO McCiesoBaTb BO BCEX CAy4vasx rnnob-
NacToM, HO ero KAMHW4Yeckas LEeHHOCTb NMpW ONnro-
AEHAPOrANOMax MeHee ACHa, M TeCTUPOBaHMWe He fAB-
NAETCH PYTUHHbBIM A/A 3TUX OMyXONeN.

Mpaktnyeckn Bce IDH-mytaHTHblEe 1p/199-
codeleted onvrogeHAPOrNNOMbBI HECYT MyTaLMiO 06-
paTHOW TpaHckpunTasbl Tenomepasbl (TERT).

[MpomoTtopHblie myTaumm TERT, ogHako, He aBaa-
FOTCA WCKAHOUMTENBHBIMN AN ONIUTOAEHAPOM, U KX
MPOrHOCTMYECKOE 3HayeHWe 3aBUCWUT OT reHeTude-
ckoro ¢oHa onyxonu. Mpu Haanumm B ANGPY3HON
actpouuTtome IDH avkoro tmna nmpomMoOTOpHble My-
Taumm TERT accoummpyrotcs € NAOXUM MPOrHO30M,
CXOAHbIM C TaKOBbIM A/ TMO61aCTOMBbI.

MHorve onnrofeHApPOraINOMbl UMEKT AOMOJHU-
Te/bHble MyTaLMK B reHax TPaHCKPUMUUOHHOTO pe-
npeccopa (CIC) n panee BBepx B reHax benka cBs-
3bIBatowero anemeHta 1 (FUBP1) [15; 16]. MyTauun,
nHaktmempytowme CIC, accounmpoBanncb C XyALLnm
WUCXOAOM NPV HaAUuMW  OAUFOAEHAPOANANbHbIX
onyxone [17].

Onyxonu, paHee Ha3biBaBLUMECS OJINTOaCTPOLM-
TOMamMu

B npownom onyxonu, cogepxalime ructonaTono-
rmyeckme XapakTepuUCTMKWU KakK OJIUTOAEHAPOTVIOM,
TaK M acTpoLMTOM, KaaccubuLmMpoBannCh Kak Onu-
roactpouuTombl. MccnegoBaHms nokasanu, Uto ecnm
NPUMEHSIOTCSH MONEKYASPHbIE KPUTEPUM, 3TU OMyXO-
NN MMetoT NBO ONIUFOAEHAPOMINANBHBIA FeHOTUM
(myTaumsa IDH, kogeneuus 1p/19q), nambo actpouum-
TapHbIn reHoTtun (mytauma IDH, ATRX n onyxone-
BbIi 6enok p53 [TP53]) [8]. B pesynbrate gnddysHble
TINOMbI XapakTepu3yroTca Anbo Kak ONnrofeHapo-
ranoma, ambo kak actpoumtoma [1]. B cayvae, ecam
HEBO3MOXHO MPOBECTN MOJIEKYNAPHO-TEHETNYECKOe
nccaegoBaHMe, MOXET OblTb MOCTaB/JEeH AMarHos
onuroactpountoma, NOS. WCTUHHbIE CMellaHHble
ONYXONWN C FeHETUYECKUMW MOPaXKEHUAMMU, OTpaxa-
HOLWMMK 06e NMHUK, BCTPEYAROTCS OUYEHb PEeAKO.

Onurogengpornnomoi, NOS

Onyxoan ¢ KNaccMyeckomn rMcToNorMyeckon xa-
PaKkTEPUCTUKON ONUTOAEHAPOIANOM, HO AN KOTO-
pbIX HEBO3MOXHO BbIMNOAHUTb MOJEKYNAPHO-TEHE-
TUYeckoe ncciesoBaHme, 0603HaYatoTCa Kak OUro-
aeHgporanoma, NOS.

Onyxonn € TUCTONOTMYECKUMU  MNpU3HaKaMu
aHanaacTUYeCcKoM OJIUTOAEHAPOINNOMbI,  KOTOPble
He MMerT KOMOWHMpoBaHHON MyTauun IDH u ko-
aeneunn 1p/19q, He AOMKHBI NoayyaTb 06o3Haue-
Hne NOS B cooTBetcTBMM C Knaccvomkaumen BO3
W AOMXKHbI ObITb AOMOJHUTENBHO WCCNEOBaHbI re-
HEeTUYeCKK, MOCKObKY MHOTME U3 HUX cogep>KaT Ao-
NOJIHUTE/IbHbIE TEHETUYECKME N3MEHEHUS, KOTOpbIe,
B CBOK Ouepesb, AeNatoT AMarHo3 ranobaactomsl
6onee noaxoaawmm [1].

MexaHn3M 4YyBCTBUTE/IbHOCTU Ha XMMMUOTEpPanuio

Peakumusa onurogeHApoOrnMoM Ha XxvMuoTtepanuio
nepBoHa4aNbHO Habioganacb B UCCAE[OBaHUAX
C UCMOIb30BaHNEM pexmnMa XMMUoTepanmm npokap-
6a3vHOM, JOMYCTUHOM 1 BUHKpPUCTMHOM (PCV) y na-
LIMEHTOB C peLnamBupytowmmm onyxonamu. locne-
Ayrolime nccaefoBaHNA nokasaan BbICOKYHO YacToTy
OTBETHOW peakuuu 1 C TEeMO30J0MUAOM, COCTOALLNM
13 OJJHOrO areHTa.
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B AaHHbIA MOMEHT NPOAOKAETCA U3yUeHNe Me-
XaHW3Ma, NexXallero B OCHOBE XeMOYyBCTBUTE/b-
HOCTW oaurogeHgporavom. Mytaumn IDH npusogat
K MeTaboNNMUeCKMM W3MEHEHUsIM, BKJoYas CHU-
XeHWe YpOBHSA anbda-keTornytapaTta, MOBbIWeEHME
YypOBHA 2-rugpokcuraytapata (2HG) u m3meHeHus
YPOBHEN HUKOTUHaMWUAAAEHVUHANHYKNeoTuADOCha-
Ta (NADP) [18]. 3TO MpMBOAUT K 3NUTEHETUYECKUM
n3MeHeHusam 1 passutmto CIMP, koTopbIl, Kak npa-
BWJI0, BK/IFOYAET METUAMpPOBaHMe npomoTopa MGMT
[19]. MGMT saBnsetca agepHbIM GepMeHTOM, OTBET-
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CTBEHHbIM 3a BoccTaHoBaeHne [AHK nocne xummore-
panun anakKuanpylowWwmM areHToM, 1 MOXeT onocpe-
[0BaTb YacCTb KAETOYHOMN YCTOMYMBOCTU K anKuau-
pyroLLmM areHTaM. dkcnpeccus MGMT MoxeT ObITb
nozas/jieHa MeTUAMpPOBaHMeM ero npomotopa [20].
HesicHO, OOBACHANT N 3TU UBMEHEHUS UCKIIHO-
UNTENIbHO  YYBCTBUTENbHOCTb  OJIMTOAEHAPOMINOM
K Xmuotepanun. JonoaHutensHble dakTtopbl MOryT
ObITb CBsA3aHbl C YMeHblUeHeM anbda-KeTorayTapa-
Ta v yBennyeHnem 2HG, Bbi3BaHHbIMW MyTaumen IDH.
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«¥ammeik Helipoxupypeust opmansisel» AK, Hyp-Cyamat k., Kazakcmax

ONMNTOAEHAPOTTUOMAHDbIH, KTMHUKADbIK
EPEKLUENIKTEPI MEH AUWATHOCTUKACDI

OnvroseHAporanoma icikTepi Mugasbl cMpek KesgeceTiH H6actankbl iciktep 60abin Tabblnagbl, 01 OpTabIk,
XKYIKe XYMECIHIH, Bapablk HEMPO3NUTENMaNAbI iCIKTEPiHIH WamaMeH 5% Kypaliabl. by kenTereH Xbingap 60bl
KAVHWKaNbIK KOPIHOEeNTiH HeMece Hasy eceTiH MHPUABTPATUBTI iCiKTep.

TemeH kaTep/i OAUroAeHAPOIIMOManapAbliH, Kenwiniri T2-eaweHreH MarHUTTiK-pe30HaHCTbIK TOMorpadusa-
Aa (MPT) runepuHTCEHCUBTI HEMeCe apanac CUrHasfa xaHe T1l-eaweHreH 6enHenepae rMNONHTEHCUBTI HeMe-
ce apanac curHanfa ne. KOHTpacTbl KyLLUENTY ariHbiManbl 60bIN Keneai XaHe MIHAETTI Typae KaTepi Xofapbl
J9pexeHi kepceTnengi.

AnarHoctrka ywiH nsouyutpataerngporeHas (IDH) myTtauyumacbiHa xoeHe 1p/19q kogeneunacoiHa TecTineyai
KOCa anfaHAa, rMcTonaToNormablK XaHe MONeKyanblk 3epTTeyre apHaafaH TiIHAEPAiH, XeTKINIKTI caHbl Tanan
eTineai. lnarHoCTMKanbIK TiH TEpeH OpHanackaH icikTep yLiH CTepeoTakcUAbIK, 61MOMNCKs apKblabl Hemece Ko
XeTiMAi xXepaepge iciktepsi bapbiHLLa Kayinci3 Kecy KesiHAe anbliHybl MYMKiH.

[MaTonormanbik, ONNroAeHAPOrINOMa XaHe aHanaacTukanblk onnrogeHaporanoma IDH1 Hemece IDH2 my-
Taumscol XxaHe 1p/19q kogeneumsacol 6ap reHeTUKaNbIK aHbIKTasfaH MHOUABTPATUBTI rMoManap 6oabin Tabbl-
nagpl.

backa ANPDY3NANBIK TFAMOManapMeH CanbiCTbipFaHia OJMIOAEHAPOIIMOManap >ofapbl XUMUANBIK
cesiMTangblkka ne. Xemocesimtanablik mexaHunsmi, CpG (CIMP) runepmetungeHreH ¢eHoTUMIH XaHe 06-MeTuA-
ryaHuH-AHK-metuntpaHcdepasa (MGMT) npomoTop/bl METUAAEHYIH KOCa anfaHAa, MeTabonvKanblkK MHAYK-
UmsnaHFaH aNUreHeTUKanblk e3repicTepMeH eaayip aapexeae 6arnanbiCTbl 60aybl MYMKIH.

Herisri ce3gep: onvrogeHaporanoma, IDH, 1p19q.
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CLINICAL FEATURES AND DIAGNOSTICS OF OLIGODENDROGLIOMA

Oligodendroglial tumors are rare primary brain tumors, accounting for approximately 5% of all neuroepithelial
tumors of the central nervous system. These are slowly growing infiltrative tumors that can be clinically invisible
for many years.

Most low-grade oligodendrogliomas have a hyper-intense or mixed signal on T2-weighted magnetic
resonance imaging (MRI) and a hypo-intensive or mixed signal on T1-weighted images. Contrast enhancement
is variable and does not necessarily indicate a high degree of malignancy.

Diagnosis requires a sufficient amount of tissue for histopathological and molecular studies, including
testing for isocitrate dehydrogenase mutation (IDH) and 1p/19q codeletion. Diagnostic tissue can be obtained
by stereotactic biopsy for deeply located tumors, or during the most safe tumor resection in accessible places.

Pathologically, oligodendroglioma and anaplastic oligodendroglioma are genetically determined infiltrative
gliomas that contain both the IDH1 or IDH2 mutation and 1p/19q codeletion.

Compared to other diffuse gliomas, oligodendrogliomas have high chemosensitivity. The chemosensitivity
mechanism is likely to be significantly associated with metabolically induced epigenetic changes, including
the hypermethylated CpG phenotype (CIMP) and the promoter methylation of O6-methylguanine-DNA-
methyltransferase (MGMT).

Keywords: oligodendroglioma, IDH, 1p19q.



