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[IpencTaB/ieH aBTOPCKUIT epeBOJ, HOBOJT Knaccuukayy BceMupHoil opraHusanmy sapa-
BooxpaHeHus (2021 r.) omryxorieli LleHTPaaIbHOI HEPBHOII CUCTEeMbI. PAacCMOTpEHBI ee IIpyUH-
LUIMA/IbHBIE OTINYNA OT MPERBIAYIIEN PeaKLNN C IEPEeYMCIEHIEM OCHOBHBIX HOBBIX HO30-
JIOTUYECKUX €OVTHNIT. Baxxno OTMETUTD, YTO OITYXO/IN ueHTpaanoﬁ HepBHOﬁ[ CHUCTEMBI 6IJIIII/[
pasneneHs! Ha Ay ysHble IIMOMBI B3pOCIOro Tuia u Ay ysHble IIMOMBI JeTCKOTO THUIIA
(uuskopuddepennposannble u BpicokoanddepeHnpoBanHble). [loaBuICa HOBBII pas-
fen — «IMMoMBI, TIVIOHeIPOHA/IbHbIE OITYXO/IU U HeJpOHA/IbHbIE OIyXomu». B aTy pyOpuky
BOILIV STIEHMIMapHbIe OITYXO/M ¥ IIMOHEIPOHA/IbHbIE M HellpOHaIbHbIE OITyX0nu. B maTom
U3JAHUM KIacCUPMKALIUMY OIIyXOJIell IIeHTPaJbHOM HEPBHOM CUCTEMbI, IIOJTHOCTBIO MCYe3-
i paspenbl «[Ipyrme actpouurapHble ornyxonu» u «JIpyrue ramoMbi». MHOTME HO3010I MK
3 3TUX Pa3feioB II0 XapaKTepy pocTa chopMMUpOBaIM HOBYIO pyOpuKy — «OTrpaHIdeHHbIe
acTpoLuTapHble INIMOMbI». [IpYHIMNINATBHO M3MEeHEeH MOAXOJ, K KIaccuUKAILMM SIEeH V-
MoM. BriepBhie B €€ OCHOBY IO/IO)K€HA aHATOMMYECKas JIOKaIU3alusa ¥ COOTBETCTBYIOIIAA
eif reHeTHYecKaA abeppalnys. AKIIEHTMPOBAHO BHUMaHIE Ha BO3PACTAIOIIeil POIM MOJIEKY-
JIAPHOMN JVIAaTHOCTUKY, KOTOPAs B YaCTU HO30JIOTUIA, ABJIAETCA OCHOBOIIO/IATAIOLIEN, a TAKXKe
Ha CJIOKHOCTH, CBSI3aHHbBIE C IIePEXOJOM Ha HOBBI BapMaHT kinaccupukanuu. IIpusenensl
CBEICHsI O CTeIlleHN 3/I0Ka4eCTBEHHOCTY Hanbojee 4acTo BCTPeYalomuxcs HOBOoOpasoBa-
HI 9TON JTOKaIU3aI[ U,

Kniouesvte cnosa: xnaccudukanys BO3, onyxom IJHC, crereHb 3710Ka4eCTBEHHOCTH OIY-
xoneit ITHC, MonexynApHas reHeTKa, HefPOOHKOIOTHA.

Yxe npenpigymasn (2016 r.) knaccudukanusa BcemupHOI opraHusanuy 34paBoox-
panenusa (BO3) omyxoneit nentpanbHoi HepHoit cuctembl (IJHC) nmpuHumMnuanbHo
OT/INYAIACh OT MPEBIAYIINX BAPUAHTOB, IOCKO/IBKY BIIEpBBIE 32 BCIO MCTOPUIO CYIIje-
CTBOBAHUSA «TOMYOBIX KHUI» (TaK CIIelMaMNCThl Ha3bIBAIOT TOMa Knaccudukanym BO3)
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MOJIEKY/ISIPHO-TeHeTU4ecKe abeppauny OblIy BHEIPEHbl HEITOCPEACTBEHHO B JMarHo3
[1]. HoBas xmaccudumxanus omyxoneit IITHC (2021 r.), ctana euie 60jee MONEKYISIPHO
Halnpas/eHHOiI [2]. JInarHo3 NepBUMYHBIX OIYXOJIeil MO3Ta B COBPEMEHHBIX YCTIOBUAX
nepecTa ObITh TONMbKO TYICTOIOTMYECKIM, OH CTaJI MHTETPYPOBAHHBIM, MHOTOC/IONHBIM.
B HeKOTOpBIX C/Tydasx Ta WM MHas TeHeTudecKas abeppalys Tellepb ONpefessieT He
IIPOCTO IIPOTHO3 WIN TaKTUKY JIeUeHNsI, HO B IIepBYIO ouepefb caM AuarHos. I[loxanyii,
TO/IBbKO KTaccuyKaLs OIyXoyeil KpoBeTBOpHOI 1 muM§ongHoi Tkareit BO3 (2017 1.),
IO CTENEHV MHTeTPaly MOJIEKY/IAPHO-TeHeTMYEeCKUX abeppalyy Mo>KeT KOHKYPUpPO-
BaTb C IATHIM U3aHueM kiaccuduxanuu BO3 onyxoneit ITHC.

[lo-mpe>xHeMy BemyLIMMM MapKepaMi B IJMATHOCTMKE IepBUYHBIX omyxoneit [THC
ocraroTcs MyTauuu B redax IDHI/IDH2 un xopeneuus 1p/19q. B saBucumocT ot ux npu-
CYTCTBY BBICTPAyBAETCSI KOMIUIEKCHBIN AYAaTHO3 M/IM JIOTYKA AYAaTHOCTUYECKOTO MOMCKA.

Panee Mbl y>xe fieTanbHO paccMaTpuBamy ponb renos IDHI u IDH2 [3]. Hanom-
HUM, YTO MyTallyisl B OGHOM M3 HUX IIPMBOAUT K SIUTEHETHYECKO Ie3pery/IsAnmi n3-3a
HakoIteHus 2-rupgpokcurnyrypara (2HG), uto obycnaBnuBaet 6€CKOHTPOTIbHOE METH-
NMpOBaHMe TUCTOHOB M TEHOB, OIpefie/iAs TeM caMbIM TymoporeHes [4]. Kak sameTnn
B. Benkynecky us Yuusepcurera JI>xonca Xonkunca eme B 2006 r.: «HuxTo He oxxupai,
YTO MMeHHO reH IDH1 oKaXkeTcsl CTO/Ib BayKHBIM /IS IIpOLecca KaHIleporeHesa» [5].

Mytanuu B reHax IDHI/IDH2 He4acTO BCTPEYAIOTCA B OMYXOJAX 3a IpefenaMu
ITHC, xoTs B ZaHHBII MOMEHT BO BCeM MMUpe UAYT KIMHNYeCKMe pa3paboTKy MO U3y-
4eHMI0 3G GeKTUBHOCTY MHIMOUTOPA MeTabonuTa MyTanTHoro rea IDHI (2-ruapok-
CUTTyTapaT) y MallMeHTOB C OCTPBIM MIE/IONEIKO30M, XOTaHTMOKaPIIVTHOMON, MUETOIM-
CIUTACTUYECKUM CYHJPOMOM, COMVMIHBIMM OITYXOJLIMY, BK/IIOYas IMIMOMBI [6; 7]. Cormac-
HO HOBOII K1accuukanuy, MmyTanuu B redax IDHI/IDH2 He XapaKTepHbI IS TIepPBUY-
HOJI I/IM06/IaCTOMBI, He 3a(VIKCUPOBAHBI OHM 11 B Mey/II00/IacTOMaX.

Yro kacaercsa komenenyn 1pl9q, To ee clefyeT paccMaTpyBATh AMATHOCTUYECKN
Ba>KHOII J/Is1 OJIUTOfIeH/IPOI/IVIOM, XOTsI, Ha HAIll B3I}, BOIIPOC 06 HEOCIIOPUMOCTH JJaH-
HOTO KPUTEPUA OCTAETCS OTKPBITBIM.

[Ipexxzie 4eM IepeiiTy HeIOCPEACTBEHHO K KPAaTKOMY aHa/IM3y 9TON Kaaccuduka-
VM, IpUBEfIeM ee aBTOPCKMII IlepeBof. B HeM JCIIONb30BaH pAJ YCIOBHBIX 0003HaUe-
HUIT. Brosornyeckoe noBefeHne onyxonu Kopgupyercs: /0 — myist foOpoKaueCTBEHHBIX
omryxoreit; /1 — I/ IOTPaHMYHBIX OIYXOJIell MM OIYXOJeil C HesICHBIM IIOBeeHNEM;
/2 — pid KapUMHOMBI in situ 1 MHTpasnuTearanbHoit Heornasun 111 crenenn 3mokade-
CTBEHHOCTY; /3 — /I 37I0Ka4eCTBEHHBIX OIyXoJlell IepBIYHOI noKanusanun. Cokpa-
1ieHne H/ 0603HAYAET, YTO HEJOCTATOYHO JAHHBIX (BpeMeHHas ennHuia). Komer, otme-
yeHHble 3Be3foukoil (*), 6putn ogobpennl Komnrerom IARC/BO3 no MKB-O. Hosono-
TUY, OTMEYEHHbIe KPeCTUKOM (1), IpeTepIieyt M3MEeHEeHsI B TEPMUHOIOI M.

IIMOMBI, ITTMOHEVIPOHA JIbHBIE OITYXOJIN

VI HEMPOHA JIBHBIE OITYXOJ/IN

JducdysHble IIIUOMBI y B3pOCIBIX
AcTtponuToMa, ¢ MyTanuei B renax IDH

Actpounroma, ¢ MyTanueii B renax IDH, grade 2 9400/3
Actpounroma, ¢ MyTanueii B renax IDH, grade 3 9401/3
Actpounroma, ¢ MyTanueii B renax IDH, grade 4 9445/3
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Onuronenzpornnoma, ¢ myranueit B renax IDH un konenenneit 1p/19q

Omurogpenpporaoma, ¢ Myrtanueii B renax IDH u xopenenmeit 1p/19q, grade 2 9450/3
Onuropenppormnoma, ¢ Mytanueit B redax IDH u xomeneuneit 1p/19q, grade 3 9451/3
I'mmo6mnacroma, 6e3 MyTtanuii B renax IDH 9440/3

I[mb(l)ysmble TITNOMBI Y ,ueTeﬁ HU3KOI CTeNeHN 3T0KAaYeCTBEHHOCTH

Iuddysnas acTporuroma, ¢ anpreparueit B renax MYB win MYBLIT 9421/1
AHTVOIIEeHTpIUYecKas I/IMoMa 9431/1
[Monumop¢Has HelfposmUTeNNaabHAsL OIIYXO/Ib HU3KO CTeNIeHN 3/I0Ka4eCTBEHHOCTHU
y MonogpbIxt 9413/0
Inddysnas rmoma HU3KOI CTEIIEHN 37I0Ka4eCTBEHHOCT, ¢ anbrepareit MAPK-
nytut 9421/1
JInddysHbIe IMMOMBI Y IeTeil BBICOKOIT CTeIIeHN 3TT0Ka4eCTBEHHOCTH
IuddysHas cpegunHas rmoMa, ¢ anpTepanueii B reue H3 K27+ 9385/3
Iuddysnas nonymapuas rmmoma, ¢ MyTaiueit B rene H3 G34+ 9385/3
Iuddysnas geTckas rImoMa BbICOKOI CTEIIEHN 37I0KaYeCTBEHHOCTH, 6e3 My TaInit
B reHax H3 u IDHt 9385/3
VHdanTnIbHAS TOTyMIapHas rauomMat 9385/3

OTI‘paHI/I‘IeHHbIe aCTponTapHbI€ I'TMOMBI

[TumonurapHas acTpounTOMa 9421/1
AcTpouMTOMAa BBICOKOJ CTEIIeHM 3/10Ka4eCTBEHHOCTH C IMIOUJHBIMY YepTaMU 9421/3*
[TreomopdHast KCAHTOACTPOLIUTOMA 9424/3
Cy0snenpyManbHas TUTAHTOKIETOYHAS aCTPOLUTOMA 9384/1
XoppongHas rimmomMa 9444/1
Actpobmactoma, ¢ anmbprepanneit B rene MNIT 9430/3
I'mmoneiiponanbHble 1 HelIpOHAIbHbIE OIIYXO/INI
Ta"ranormmoma 9505/1
TanmmonyuToMa 9492/0
Hecmommactinueckas nHGAHTUIbHASI TAHITIMOIIIOMA 9412/1
Hecmommactiueckas nHGaHTHUIbHASL ACTPOLUTOMA 9412/1
JcambproracTudecKast HelipOsNUTeIMaNIbHas OMYXO0/Ib 9413/0

H/p Juddysnas rmoneifpoHanbHast OMYX0Jb C OIUTOAEHAPOIIIOMOIOL00HBIMI
[pU3HAKAMI, U K/IacTepaMi siiep (BpeMeHHas eqyHuIIA)

[TanunnspHas IIMoHepoHanbHasA ONYXO/Ib 9509/1
PoseTko06pasyrolast I/IMOHEIPOHHAS OIIYXO/Ib 9509/1
MuxkcouaHas IMOHeIPOHHAs ONYXO/bT 9509/1
Iuddysnas menTomeHNHreaNbHas [INMOHEPOHATIbHASL OIIYXO/Ib 9509/3*
MHuoroysnoBas ¥ BaKyonu3upOBaHHasA HeMIPOHA/IbHAs OIyXO/b 9509/0
Jucrmactudeckas raHIIMONUTOMA MO3KeuKa (6ome3Hp Jlepmutra — [I10K/I0) 9493/0
IlenTpanpHas HeilpoLuTOMa 9506/1
OKCTPAaBEHTPUKY/APHAs HEMPOLIUTOMA 9506/1
JIunoHeypoLuTOMa MO3KedKa 9506/1

AneHUMapPHbIE OIYXO/IN
CynparenTopuanbHas sneHgumoma, NOS+ 9391/3
CymnpaTeHTopuabHas sneHAuMoMa, ¢ ZFTA fusion-positivet 9396/3
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CynparentopranbHast srteHANMOMa, ¢ YAPI fusion-positivet
OneHANMOMaA 3afHell YyepenHoi amku, NOST

OnenpnMoMa 3afHelt yepernHoit sMku rpymmbst A (PFA)T
OnenanMoMa 3ajiHelt yepernHoit ssMmku rpymnmst B (PFB)T
CnmHanpHas sneHguMmoma, NOST

CrouHanpHas SIIeHANMOMa, ¢ aMIundukamyeit rena MYCNT
MuKconanunaspHas slleHAMOMa

Cy6snengumoma

OIIYXOJIN COCYAMCTOTIO CIUVIETEHUA

[Tanmnmoma coCyAnUCTOro CIieTeHnsA
ATunyuyHas NanuuioMa COCyAMCTOTO CIIeTeHNs
Pak cocymucroro cnnerenns

9MBPIIOHAJIbHBIE OITYXOJIN

Mepynno6nacTomsl, onpernensieMbie Ha MOIEKYISIPHOM YPOBHe
MepymnobnacToMa, ¢ akTUBaLMell CUTHAIbHOTO Kackaga WNT
MepnymnobnacToMa, ¢ akTUBaLMeli curHaabHoro kackaga SHH u 6es myranym
B rene TP53

MepnymnobnacToMa, ¢ akTUBaLMeli CUrHajabHOro Kackaga SHH n MmyTanuei
B rene TP53

MepnymnobnacToMa, 6e3 akTUBaLMU CUTHaIbHBIX Kackagos WNT/SHH

Menynno6macToMsl, onpesenaeMble Ha TUCTONOTITYeCKOM YPOBHE
MenynnobrnacToMa, onpesienieMas Ha TYCTONMOTMYECKOM YPOBHe
JlecMonmacTideckas HORYIApHaAA MefymIo6macToMa
MenynnobmacToMa ¢ BEIpa)KeHHOV HOTYIAPHOCTDIO
KpynrokneTounas megymmo6mactomMa
AmHammacTiyeckas Mefymio6macTomMa

Jpyrue sm6puonanbusie onyxomu ITHC
ArynudHas TepaToyHasA/padouiHas OnyXonb
H/x KpubpudopmHas HeiiposnuTennanbHas OIyXo/b (BpeMeHHas efHIIA)
OMOpUOHaIbHASA OIIYXO0/Ib C MHOTOCIOHBIMY PO3€TKaMU
Heitpo6mnacroma ITHC, ¢ aktuBanueit rena FOXR2Y
Omnyxons HHC ¢ BHyTpeHHel TaHAeMHo fyTnKanueit rena BCORT
AMmbpuoHanbHas omyxons LIHC, NEC/NOS

OITYXOJIN MIUIITKOBUTHOW YKE/IE3bI

IInHeoumToMa

[TnHeanbHAs IAPEHXMMATO3HASI OLYXO/b IPOMEXYTOYHOI A depeHInpoBKM

IInneobmacToMa

[TanmmispHas OMyXo/b MIHEaIbHOl 06/1acTn

H/x JecMonmacTidecKasi MUKCOMAHASI OMYXO/Ib MMHEANbHOI 00/1acTyt, ¢ MyTaLuei
B reHe SMARCBI (BpeMeHHast eAMHNLIA)
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9396/3
9391/3
9396/3
9396/3
9391/3
9396/3
9394/1
9383/1

9390/0
9390/1
9390/3

9475/3

9471/3

9476/3
9477/3

9470/3
9471/3
9471/3
9474/3
9474/3

9508/3

9478/3
9500/3
9500/3
9473/3

9361/1
9362/3
9362/3
9395/3
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OIIYXOJ/IN YEPEIIHBIX U ITAPACIIMHAJIPHBIX HEPBOB

[IBanHOMA

Heitpodubpoma

[Tnexcudopmuas Helipopubpoma

Ilepunespoma

TubpupHas onyxonb 060/I09KM HepBa

3/10KauecTBEHHAs MeIAHOLMTAPHASI OIYX0/Ib 000IOUKY HEpBa
3/10KavecTBEHHAS OIIYX0/Ib 000/1049eK IepudeprIecKrx HepBOB
HeltiposHIoKpUHHAs OIIyX0/Ib KOHCKOTO XBOCTa (paHee IaparaHIimoMa)

MEHVHITIOMA

MeHuHrnoma

ME3EHXVIMAJ/IbHBIE HEMEHVHI'OTE/INMAJIBHBIE OIIYXOJIN
CIIOPAJKEHVMEM ITHC

DdubpoodracTryeckue u MnopuOpobGIACTIIECKIE OTYXOTU
ConnrapHas ¢pubpo3Has OIyXonb

Cocynucrple OnyXonu
KaBepHo3Has remaHTOMa
Kammnnapnrasa remanrnoma
ApTeproBeHosHas Manb(opManys
Temanrno6mactoma

Onyxo/nu CKeTeTHbIX MbILIIY
IMmbpuoHanbHAsA pabgomMmocapkoMa
ArnpBeonsipHas pabEoMuocapkoma
Pabmommocapkoma mieoMop¢dHOro Tuma
BepereHokmeTouHas pabgoMuocapkoma

Omnyxonu HeonpefaenenHoi auddepeHIMpPoOBKI
H/7 BHyTpuuepenHas Me3eHxuManbHas onyxons, ¢ FET::CREB fusion-positive
(BpeMeHHast enVHNUIIA)
Capkoma c epecTpoiikoii B reHe CIC
IlepBryHas BHyTpuUepenHas capkoma, ¢ myTaiuei B reHe DICERIt
Capkoma IOnnra

XOHApOTeHHbIe OITYXOIN
MeseHX1Ma/IbHAsI XOHAPOCAPKOMa
XoHppocapkoma
HennddepenunpoBanHas XOHAPOCapKoOMa

HoTtoxoppanbHbie oImyxonu
Xoppoma

9560/0
9540/0
9550/0
9571/0
9563/0
9540/3
9540/3
8693/3

9530/0

8815/1

9121/0
9131/0
9123/0
9161/1

8910/3
8920/3
8901/3
8912/3

9367/3
9480/3
9364/3

9240/3
9220/3
9243/3

9370/3
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MEJTAHOIVTAPHBIE OIIYXOJ/IN

IOuddysHble MeHMHTeaTbHbIE MeTaHOIVITAPHbIe HOBOOOpa3oBaHUA
MeHMHTeaIbHbI MeTaHOIIMTO3
MeHMHTreanbHbI MeJTaHOMAaTO3

OrrpannyeHHble MEHUHTeaIbHbIe METAHOIUTaPHbIe HOBOOOpa3oBaHMs
MeHnHreabHas MeTaHOLIMTOMA
MeHnHreanbHas MeJlaHOMa

TEMATO/IVMM®OVIHBIE OITYXOJIN C IOPAKEHMEM ITHC

JIumdomsr ITHC
[lepeuynas gud¢dysHas KpynHokaeToyHas B-knerounas mumdoma ITHC
JIuM$poMaTOMIHBI IPaHyIOMATO3
JIuMmpoMaTOMIHBIT rpaHyIOMaTo3, grade 1
JIuMm$oMaTOMIHBI IPaHyIOMaTO3, grade 2
JIum$oMaTOMIHBI IpaHyIOMaTo3, grade 3
BuyTpucocymicTas KpynHokaeTo4Has B-knerouHas mumdoma

Pasusle pegkue mmmdomsr B ITHC
MALT mumdoma TBepIoil MO3roBoii 060/109KM
JInmdonnasmonurapHas mumdoma
DQommikynsapHas mumdoma
AHamracTideckas KpynHokaeTodHas mumdoma (ALK+/ALK-)
T-xnerounas mumdoma
NK/T-knerounast numpoma

rMCTMOHMTapH]ﬂe OIIyXO0/INn
bonesup Opareitma — Yecrepa
Bonesup Pozan — [loppmanat
IOBeHmnIbHAA KCaHTOTpaHyIOMa t
Ictuountos us xnerok Jlanrepranca
IncrtmonnrapHas capkoma

TEPMMHOTEHHBIE OIIYXOJIN

3pemas TepaToMa

Hespenas TepaToma

Teparoma ¢ coMaTITYeCKMM TUIIOM aHATI/IA3UNI
TepmmunaOMa

OMO6proHaIbHAS KAPLVHOMA

Onyxonb XeTTOYHOTO MeUIKa
XoprokapyHoMa

CMenranHasi TepMIHOT€HHas OITyXO/b
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8728/0
8728/3

8728/1
8720/3

9680/3
9766/1
9766/1
9766/1
9766/3
9712/3

9699/3
9671/3
9690/3
9714/3
9702/3
9719/3

9749/3
9749/3
9749/1
9751/1
9755/3

9080/0
9080/3
9084/3
9064/3
9070/3
9071/3
9100/3
9085/3
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OIIYXOJ/IM OBJIACTU TYPELIKOT'O CEJIJ/TA

AnaMaHTHHOMONOKO6OHAsI KpaHnodapuHIIoMa 9351/1
[Manunnsapuas kpaHuodapuHruoMa 9352/1
[Muryunuroma 9432/1
[paHy/IoOK/IeTOUHAS ONYXO/b 0O/IACTH TYPELKOTO CefiIa 9582/0
BeperenokneToyHas OHKOLIMTOMA 8290/0
Apenoma runo¢usa/HelposHIOKprHHas omyxonb runodusa (PitNET)+ 8272/3
[nno¢usapHas 6mactoma 8273/3
METACTA3bI B THC

TEHETMTYECKIE OIIYXOJIEBBIE CMHIPOMBI C IIOPAJXEHMEM ITHC

Xorenoch 6bI 06paTUTh BHUMAHME Ha TO, YTO C KAKOil ObI CKOPOCTBIO TeXHOIOTUM
B 00/1aCT! MOJIEKY/IAPHOI OHKOJIOTMY HM IIPOJBUTA/INCH BIIepel, II0Ka He Y[jaeTcs JINK-
BUJIVIPOBATb OIYXOJIU C HeonpedeneHHol ougddepeHyuposKoii, KOTOpbIe IepeMelaloTcst
U3 KIaccuuKaumy B KIacCUPUKALIO B pasfene «MeseHXUMaIbHbIe OITYXO/MN» yXKe Ha
IPOTSDKEHVM HECKOJIBKMX PelaKIIMIL.

ITpu cpaBHUTENILHOM aHa/M3e ABYX IMOCIeHNX Kiaccudukannit BO3 crano oyeBun-
HO, YTO IIOYTY BCe ee pasfesibl IIpeTepIleit Te VI VHble 3MeHeH Vs, Hanboee 3HaIM-
Mble 113 HUX IPOU3OLIN C IJIMaIbHBIMK OoIyXo/saMu. ITosaBuiicsa HOBbIIT paszen «[miomsr,
IJIOHeIPOHAJIbHBIE OITyXOJIV ¥ HeJIPOHAJIbHBIE OITyX0/i». B aTy pyOpuKy BOLIM «3IeH-
AVIMapHbIe OITyXO/IN» Y «ITIMOHeIPOHA/IbHbIE 11 HeJPOHA/IbHbIE OIYXO/II». 3HAUNTeIbHbIe
IIepeCTPOJIKY IpeTepIen pasienbl «Me3eHXIMaTbHble HeMEHVHTOTe/ /A IbHbIe OITyXO0/N
¢ nopaxxerneM LTHC» u «Iemaronumeonpguble onyxomu ¢ nopaxennem ITHC».

B HOBOII pefakiyy KraccuduKanuy IOTHOCTIO MCYe3/ N pasfenbl: «Ipyrue acTpo-
[UTapHBle ONMyXOM» U «Jpyrre rmoMbl». MHOIVE HO30/IOIMU U3 9TUX PA3MEIOB IO
XapakTepy pocTa copMMpoBamM HOBYI pyOpuKy «OTrpaHuyYeHHbIe acTPOLMTAPHBIE
rmoMbl». He mpereprieny nsMenennit (Vv OHY ObUIM MUHMMAJIbHBI) pasjensl «Omyxo-
JIM COCYAMCTOTO CIUIeTeHNA», «OMyXomu INIIKOBUIHON Xeme3bl», «MemaHouTapHble
onyxonm» 1 «[epMIHOTeHHBIE OITyXOJII».

O6paruino Ha cebs BHMMaHuUe BO3BpalleHMe B Kiaaccudukanuio omyxoneit [THC
omyxoseli runodusa, KOTOpble Ha MPOTHKEHNM ABYX IPeAbIAYIIVX pefaKLunil HaXonu-
JINCH B TOME, TTOCBSIIIIEHHOM OITyXOJIsIM SH/[OKPMHHOJ CHCTEMBL.

ITocTapaemcsa 6oree MOAPOOHO M3TIOKUTH CYyThb M3MEHEHWIT, KacalolUXCsA pasfie-
na «[Iuddysnble rmomMel». Brepsole B kinaccudukanum omnyxoneit [IJTHC BO3 (2021 r.)
«gn¢dy3HBIe TIOMbI» y B3POC/IbIX OBUIN OTHENEHBI OT «AU(P(Y3HBIX ITINOM» Y JIeTell.
[TocnepmHme 6bUIN Pa3OUTHI IIO CTEIIEHM 37I0Ka4eCTBEHHOCTH. BriepBble «I/mMajbHbIe OITy-
xomn» ¢ 6oee caep)KaHHBIM HeMHQVIbTPATVBHBIM XapaKTepPOM POCTa ObIIM CKOHIIeH-
TPUPOBAHBI 110 OJHUM 3arol0OBKOM — «OTrpaHMYeHHbIe aCTPOLMUTAPHbIE ITIMOMBI».
A py6puxa «IncdysHble IINOMBI y B3pOC/IbIX» OblIa YIPOIIEHa 1O TPeX OCHOBHBIX TH-
II0B C yKa3aHVeM CTelleH) 3/I0KaueCTBEHHOCT) B IIEPBBIX ABYX: aCTPOLUTOMA C MyTa-
nuert B reHax IDH (grade 2 — grade 4); onuropenapormoma ¢ MyTanueit B renax IDH
u Kopenenyert 1p/19q (grade 2 — grade 3); rmo6mactoma 6e3 myTanuit B reHax IDH.

YnaneHa Takas HO30/I0THA, KaK I/IMO6IacTOMa ¢ MyTanueit B reHax IDH. Terepp atn
HOBOOOpa3oBaHMsI 0003HAYAIOTCS KaK aCTPOLUTOMA, C MyTalueit B reHax IDH, grade 4.
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[/ TOCTAaHOBKY AMarHosa «Imobmactoma, 6e3 MyTanuit B reHax IDH» y B3poc-
JIBIX VIMEIOTCS TPY KJIIOYEBBIX TeHETHYECKMX IapaMeTpa — MyTalys IIPOMOTOpa reHa
TERT, amunudukanus rena EGFR u koMOMHAIS M3MeHEHMsI YICTa KOl XPOMOCOM
(+7/-10). InarHoCTUYeCKNIT AITOPUTM OCTAHOBKI MHTETPUPOBAHHOTO AMATHO3A «IJIN-
obmacToMa, 6e3 MyTanuii B reHax IDH» IpefcTaB/IeH CIefyoIuM 00pasoM.

JuarHocTnyeckue Kpurepun ajis ro6macTomMsl 6e3 myranuit B reHax IDH

HuddysHas actpounrapHas rmoma

Onue wn 6ortee IPU3HAKOB:

— MUKPOBACKy/IApHas mpoudepanns;
OcHOBHBIE — HEKpO3bl;

— MyTanusA npomoTopa reda TERT;

— ammwmuxanus reda EGFR;

— M3MeHeHNe Yncia Komnui xpomocom (+7/-10)

ITHK MeTumAnoHHbI TpoduIb — rinodmactoMa 6es MyTarun

PexomeHpmoBaHHbIE
B reHax IDH

CepbesHble U3MeHEHMsI KOCHYINUCh U A y3HBIX acCTPOLNUTOM, IOCKONbKY OOHa-
pyxeHne romosurotHoit geneuny CDKN2A n/mnu CDKN2B aBTOMaTH4ecKy IPUBOAUT
K ITIepeolieHKe CTeleHN 3/I0Ka4eCTBEHHOCTH. Ecmu oHa OOHapy>KmMBaeTcs B OIIyXOJIM,
faXke B C/ly4ae TMCTONIOTMYECKOI KapTUHBI JOOPOKadeCTBEHHOI OIyX0my (IIpy OTCYT-
CTBMM MUKPOCOCYLUCTOI Ipomudepanyyi ¥ HeKpO30B) CTeleHb aHAIUIa3uy Oy#eT co-
orBeTcTBOBATh grade 4 (!) co BceMM BBITEKAIONUVMY IOCTEACTBUAMM U KapAUHAIbHBIM
U3MeHEHEM JIedeOHOM TaKTUKIA.

Vcuesno fobapreHne «aHaIacTudeckas» K grade 3 acTpoLuToMe, OIUTOfEHIPO-
T/IVIOMe, STIEHIMOME.

[TpyHUMOMANbHO U3MEHEH MOAXOR K KaaccubuKaluy 3MeHINMOM. BrepBbie B ee
OCHOBY TIOJIO’K€HAa aHATOMMYECKas JIOKa/lIM3alysa U COOTBETCTBYIOIIAA el TeHeTndYecKas
abepparys. Takum 06pa3oMm, STTeHANMOMBI Pasfie/ieHbl Ha OMOMOrnIecKie MOATUIbL B 3a-
BMCUMOCTH OT JIOKa/IM3aly IEPBUYHOTO 0Yara BbIE/NAIT TPY IPYIIIbI 3TUX OITyXOJeNt:

1) cympareHTOpuanbHas sneHauMoMa, ¢ ZFTA fusion-positive; cynmparenTopuaib-
Has sneHauMoMa ¢ YAPI fusion-positive;

2) smeHpuMoMa 3agHeit yepenHoi ssmku rpynnsl A (PFA); smenauMoMa 3aiHelt de-
penHoit ssmku rpynnsl B (PFB);

3) cnyHanbHas SIEHAUMOMa, ¢ aMIUudukanyeii rena MYCN.

Kak yxe oTMeuanoch Bbllle, (pOPMYyINPOBKA «aHAIIACTUYECKas SIEHAMMOMa»
yTpaTtuIa CBOI0 CITY, PABHO KaK I «aHAIIACTIYECKAst aCTPOLIUTOMAY.

Y4anTbIBast OM0OMIOrNYECKYI0 CIIOCOOHOCTh HEKOTOPBIX OITYXOJIell K MeTaCTaTU4eCKO-
MY pacIpOCTpaHeHMIO (IeIITOMEHVHI€aTbHOI AMCCeMIHALVMN), BIIEPBbIe B KIacCUm-
Kaluy IPUBOANUTCA CTafupoBaHue «M» [jisi Bcex aMOpuoHanbHbIx omyxoneit ITHC 3a
VICKJTIOYeHUEeM KprOpuOpMHOI HelipOSIUTeNNaNbHON ONYXoan (CM. HIDKe), KOTOpoe
BK/IIOYaeT 4yeTblpe crernenu (M0-M4) B 3aBMCUMOCTI OT Ha/IM4Ms M/IV OTCYTCTBUSA IIPU-
3HAKOB Cy0apaxXHOMAATbHOTO WV T€MAaTOTE€HHOTO METACTa3MPOBAHNS B IIPeJie/ax CIINH-
HOMOSTOBOJI OCH I 3a e€ IIpeJie/laMI.
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B HacTosmlee BpeMsA TepMMH «IPMMUTUBHAsA HeMpPOIKTOflEpMajbHasA OIYXO/b
ITHC» cunTaeTcs ycTapeBIINM, XOTS paHee OXBaTbIBA/I MHOTHE 9MOPUOHAIbHBIE OITyXO-
7. B cOBpeMeHHBIX YCTIOBMAX IS «APYIUX aMOpyoHanbHbix omyxosneit ITHC» guarno-
CTUYeCKNI IOAIXOJ] JO/DKEH OBITh HAIIPaB/IeH Ha IOMCK C/IeAYIOIVX a/IbTepalnii:

1) 6uamnenbhas nHakTBanys reHa SMARCBI (wmn pexxe SMARCA4) / noreps
anepHoit axkcpeccyyt SMARCBI njisl aTUIYHOM TepaTOMUIHOI/ pabToMIHOI OITyXO/IN;

2) anprepanusa C19MC v myTanus DICERI fijis SMOpUOHAIBHOI OITYXOJIN C MHO-
TOCTIOMHBIMM PO3E€TKaMM;

3) akrtuBanus rena FOXR2 nys neitpo6macromsr LITHGC;

4) rereposurotHasa ITD (BHyTpeHH:AA TaHAeMHas AYIUIMKALMA) B 9K30He 15 reHa
BCOR pnsa onyxonu ITHC ¢ BHyTpeHHell TaHAeMHOI! gynnukanyeit rena BCOR.

Takum o6paszom, 6marogaps mTydireMy HOHMMAHNIO TeT€POTeHHOCTI HOBOOOpaso-
BaHMII U OMOIOIMY 3TUX OLYXOJIell B pasziene «JIpyrue sMOprOHaNIbHBIE OIYyXO/IN» IO-
ABWINCH CPa3y TPU HOBbIE HO30/IOTMMN: KpnOprdOpMHas HelfposNuTeTnaabHas OITyXO/b
(o603HaueHa Kak BpeMeHHas eguHuia); onyxonb IJHC ¢ BHyTpeHHell TaHJeMHOIT fy-
mnukanyeit rena BCOR; nevipo6macroma ITHC ¢ aktuBanueit rena FOXR2.

«VIcyesnyBume» ranrmoseripo6nacrompl IJHC Bomwmnm B cocras rpymmer «Heii-
poobnactoma ITHC ¢ aktuBanueit rena FOXR2». [Ipu 3TOM OTMe4eHO, 9YTO OCHOBOIIO/NA-
TaIoIUIT AMATHOCTUYECKUIT KpUTepuii — BbICOKas sKcmpeccus reHa FOXR2 — moxeT
BCTPeYaThCA 1 B IIMOMAX BBICOKOII CTEIIEHN 37I0KaUeCTBEHHOCTH, ¥ B Mely/Io0/macToMe
(xoTp M penKo).

Omnyxonb ITHC ¢ BuyTpenneii ranpemuoit gymwkanueii (ITD) BCOR npexncrasnseT
co60it 310KadecTBeHHYIO0 onyxo/b [ITHC, koTopas XxapaKkTepu3yeTcs IIPeUMyIeCTBEHHO
CONIMIHBIM XapaKTepOM POCTa, (OKaTbHBIM 00pa3oBaHNEM IICEBJOPO3ETOK U reTepO3N-
rotHol1 ITD B ax3oHe 15 rena BCOR. Kno4eByio posib B IaTOreHe3e 3TOro TUIIA OIyXO-
nu urpaet comarndeckas rereposurotsas ITD B rene BCOR. B Tekcte knaccudukanym
TaKOKe OTMEYaeTCsl, YTO 4acTo Hab/rofjaeTcs aktuBauus curianpHoro nytm WNT (kak
B yacTy Meny/tobnactom). Vindopmarum o HUX Mao.

Kpubpudopmuas Heitposnuremmanpaas onyxonb (CRINET) mnpenBaputenpHo
ompepenAeTcs Kak HepabIoMIHAsA HePOIKTOfepManbHas OIYX0/lb, XapaKTepU3yolla-
ACS1 HaM4MeM KpUOPMQpOPMHBIX TsKeil WV JIEHT U IeMOHCTPUPYIOLasi IIOTepIo sep-
Hot akcripeccunt SMARCBI. B xnaccudumxanmm ona 0603HadeHa KaK BpeMeHHasi eyHM-
118, TOCKO/IbKY MH(QOPMALUY O Hell KpajiHe Majio U OT aTUIINYHOI TepaTOULHOI/pab-
TOMIHOV OITyXO/M €€ IOKa OTIMYUTD HEIPOCTO, TaK KaK IOTeps AIEPHON SKCIIPeCcCum
SMARCBI xapakrepHa st 060ux Hozonoruit. Ctout o6paTuTh BHUMaHIE TAK)Ke Ha TO,
4TO NPUCYTCTBUE MyTauuu B reHe SMARCBI ABnAeTcA AMAarHOCTUYECKM BaXKHOI [T
«HOBOJ» OITYXOJ/IV IIMIIKOBYIHO K€/Ie3bl — JNEeCMOIIACTUYECKO MUKCOUIHON OIIyXO0-
NV NYHeanbHo 06acTy — ¢ MmyTauueit B rene SMARCBI (BpeMeHHasl eOMHULA), B KO-
TOpOIi ITOKa He OIIpefieieHa CTelleHb 37I0KaYeCTBEHHOCTH (CM. flanee).

Camoit cTabuIbHON pyOpuKoit B pasnene «IMOPUOHANbHBIE OIIYXOMN» OKa3aaach
«Mepnynno6macToMa». 9TO TOBOPUT O TOM, UTO IIPUHATOE B IPEAbIAYILeil pefaKIiL pas-
fie7ieHNe Ha OMOoIornYecKye MOATHUIIBI He IPOTMBOPEYNT HI KIMHIYECKO KapTIHe, HI
TaKTUKe JIeYeHN s, HY IPOTHO3Y.

Eme ogHa «HOBasA» OIyXO/Ib IMOABMIACH B pyOpuKe « OIyXomy MNIIKOBUHOM XKe-
71e3bl». DTO JeCMOIUIACTIYeCKass MUKCOUIHAS OIyXOJIb MMHeaNbHOI 06/1acTu ¢ MyTa-
nueit B rene SMARCBI. OHa mpencraBisieT co60it HOBOOOpa3oBaHMe € JeCMOITasueit
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Y MUKCOMJHBIMI M3MEHEHUAMY, HO 0e3 IMCTO/IOrNYeCKUX IPU3HAKOB 3/10Ka4eCTBEH-
HocTi. [loABNeHNe JaHHOJ HO30/IOTMM B HOBOM BapMaHTe K/IaCCUPUKAINN OCHOBBI-
BaeTCs Ha €IMHCTBEHHOM JICC/IEOBAHMM C BK/IIOYeHNeM Tonbko 7 cmydaes (!). ITo
eIVHUYHBIM MCCIEJOBAHNAM C HeOONbIINMM YMC/IOM HAOMIONEeHNIT BHECEHDI B KITaCCHU-
¢uUKanMo0 ¥ HECKOTbKO APYTUX OIYXOJeil, TaKMX Kak: AudQysHas IInoHeipoHaIb-
Hasg ONYXOJb C OJMMIOfIEHAPOITMOMONONOOHBIMY IIPU3HAKAMM M KJIacTepaMu sAfep
(BpemenHas eguHuIA) (26 crydaen); KpuOpupoOpMHas HENIPOINNUTeIMAIbHAS OYXO/Ib
(Bpemennas egyuuna) (10 cryvaes); omyxons LIHC ¢ BHyTpeHHel TaH/IeMHOI AyIUIN-
kanuelt rera BCOR (24 ciyvas); couMHaAbHAasA 3IEHAMMOMA C aMITnduKalen reHa
MYCN (27 cny4aes).

JJocTaTOYHO cepbe3Hble M3MEHEHMA KOCHYIUCH pasfienia «Me3eHXuMalbHble HeMe-
HYHTOTeNMManbHble oyxonu ¢ nopaxenneM LIHC». OH ObL1 CTPYKTYypUpPOBaH C BbIEIe-
HIeM Clefyouux pyopuk: «Pubpobnactudeckue n MuopubdpobmIacTdecKyie OnyXonm»,
«Cocynucteie onmyxonn», «OIyXOmy CKeTeTHBIX MBIIII, «XOHPOT€HHBbIE OIyXO/IN»,
«HoToxoppanbHble onyxomn» 1 «Omyxonu HeolpeyeneHHol nuddepeHuuposkn». Ilo-
CNeqHAA, KpoMe capkoMbl IOMHra, COCTOUT MPaKTUYeCKM LIeTMKOM 13 HOBBIX HO30JIOT I,
KOTOpble OCHOBAHBI Ha TeHETUYECKMX abeppalnsax: «CapkoMa C IepecTPONIKOIl B reHe
CIC», «nnepBMYHas BHyTpUUepenHas capkoMa, ¢ myTauueit B rene DICERI» u «<BHYTpU-
JyeperHas Me3eHXMMasIbHas onyxonb, ¢ FET::CREB fusion-positive (BpeMeHHas efuHM-
11a)». Ilepenunblie Mesenxnumanbhble omyxomu IJHC BcTpedatorca o4eHb pefko u Impe-
MIMYIIECTBEHHO BO3SHMKAIOT CYIIPATeHTOPMATbHO B MO3TOBBIX 000/I0YKaX BHE 3aBUCHU-
MOCTH OT BO3PacCTa.

CaMbIM HeOXXM/IaHHBIM HOBIIECTBOM OKa3ajoch BBefleHNUe B pasfen «MeseHXu-
MajIbHble HeMEHMHTOTeManbHble onyxomu ¢ nopaxenueMm IJHC» py6pukn «Cocymm-
CTbIE OIyXO/IM», KOTOPbIE PaHee PacCMaTPUBAINCh MCKIIOYUTENbHO KaK COCYAMCTaA
naronorus. Cyfis 10 pa3bACHEHNUAM, KOTOpble IPUBENEHbl B TeKCTe KIaCCUPMKALU,
MHEHMs Y CIIeNMaTNCTOB Ha 9TOT c4eT pasfemmmnch. OfHako 61arogaps 0OHapyKeHHbIM
reHeTN4ecKyM abeppalnuaM B reManruomax — B ree PIK3CA, B KaBepHO3HBIX MaJlb-
¢dopmanysax — rerax KRITI (CCM1), CCM2 u PDCDI10 (CCM3), B apTeprOBEHO3HBIX
Mmanbdopmanusax — renax KRAS u BRAF, B remanrno6nactroMe — ajabTepaljuy B reHe
VHL (cunppom [nnmens — )'[MH,uay), MIOABUINCD: «KaBEPHO3HAsA FeMaHIMOMay, «KATINI-
NApHasA TeMaHIVMOMay, a TAaKXKe «apTepMOBEeHO3HasA ManbGOpMaIVA» U «reMaHI1obma-
CTOMa» B Ka4€CTBE COCY/IMCTBIX OIyXOJIENt.

B cBsA3M ¢ MosABNIEHMEM HOBBIX HO30IOTMYECKMX eIVHNI] TOSABUINCDH OIIpeeTIeHHbIe
CTIOKHOCTH C yKa3aHNeM CTelleH! 3/10KadecTBeHHOCTU. Kmaccudyecknit Bapuant Tabnmm-
bl B K/IaccuUKanmy 1oKa OTCYTCTBYeT. BO3MOXKHO, 3TO CBA3aHO C TeM, YTO Ha JaH-
HBII MOMEHT JJOCTYIIHA TOJIBKO ee beta-Bepcus, a B CTaTbe, KOTOpas IpeAlLIeCTBOBAIA
BBIXOZly 5-11 pefaKIuy KaaccupyKaluy, IpuBeieHbl TOMbKO HeCKOIbKO HO30710THii [8].
[TpuBeneM Kmaccudukanyo ¢ 0603HauUeHNEM CTelleHN 37I0KauecTBeHHOCTH (grade) ayis
HeKoTophIX onyxoneit ITHC:

Omnyxomu ITHC Grade
AcrponuToma ¢ MyTanuei B renax IDH 2/3/4
OnuroneHppornioma ¢ MyTauyei B renax IDH u xonenenyeit 1p/19q 2/3
Innobnactoma 6e3 myTaumii B reHax IDH 4
OudddysHas actpountoma c anbreparueit B renax MYB wan MYBLI 1
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HOHI/IMOPQ)HaH HeﬁpO(—)l’II/ITeTII/IaHhHaH OITyXOJIb HU3BKOW CTeNeHU 37T0KaYeCTBEHHOCTU
Y MO/TOADBIX

OuddysHas nomymapHas rmoma ¢ Myranyeit B rene H3 G34 4
[TneoMop¢Hasa KCAHTOACTPOLIUTOMA 2/3
[aHrmormoma 1
TaHDIMOLUTOMA 1
PoseTkoo6pa3syonias IIMOHePOHHAS OITYXO/Ib 1
IenTpanbHasa HEPOLUTOMA 2
MHuoroysnoBas ¥ BaKyonu3MpOBaHHAA HeMIPOHa/IbHAs OIyXO/b 1
CymnpareHTOpHaIbHAA 3MEHJMMOMA 2/3
OIeHANMOMa 3aHel YeperHOol AMKI 2/3
MukconanunnsapHas sIeHguMoMa 2
Cy6snengumoma 1
[TammmioMa COCyaMCTOTO CI/IETEHNA 1
Pak cocymmcroro cnnerenus 3
Menynnobmacroma 4
ArynuyHas TepaToyujHas/pabnouHas Onyxonb 4
OMOpUOHaIbHASA OIIYXO0/Ib C MHOTOCTIOHBIMY PO3€TKaMU 4
Heitpobnacroma ITHC c aktuBanmert rera FOXR2 4
Omnyxons HHC ¢ BHyTpeHHeit TaHAeMHOM AymmKanyeii reHa BCOR 4
[InreomuTOMa 1
[InueobmacToma 4
MeHuHrnoma 1/2/3
ConnrapHas ¢pubpo3Has OIyX0nb 1/2/3
Capkoma c epecTpoiikoii B reHe CIC 4
XoHpapocapkoMa 1/2/3
ApjaMaHTHHOMOIORO6OHAA KpaHNO(hapMHTIOMa 1

Takme BBICOKME OOCTVM)KEHUA B He]?[pOOHKOHOI‘I/H/I CBsA3aHbl C BHEOPEHVEM Me€-
TopuMKK MeTmmsAnuonHoro mnpodummposanmsa [JHK ¢ wmcnonpzoBanmem Illumina
HumanMethylation450 BeadChip (450k) mnn Illumina 850k/EPIC, ceropus npumeHs-
IOLIeNicsI B eAMHUYHBIX abopaTopusx 3a pybexom, a Taxke B Poccuu, U MOMHOTO 9K-
30MHOT'0 CeKBEHVMPOBaHMs1. Bce MeTOnMKY 04eHb foporue 1 He omnadnBaiTcsa no OMC.

HoBble Tpe6oBaHMA K aJeKBaTHOI KOMIUIEKCHOI Amarnoctuke omyxoneir IJTHC
B I1e7I0M (@ He TONbKO Au¢Py3HBIX INIMOM, KaK B IPEbIAYIIeil pefaKI/i) CO3AI0T OYeHb
cepbe3Hble BBI3OBBI /I IIATO/IOIOB, HEIIPOXMPYProB U HelipoOHKOOros. Ilocmepanm
KaK pas ¥ IpKUOeTcs oTBedyarb 3a GOpMMPOBaHME OKOHYATE/IbHOTO AMArHo3a M BEpHO
CTIOKUTb MO3aMKy V3 TMCTONOIMYECKOrO OIMCAHMS U Pe3yIbTaTOB I€HeTUIECKOTO NC-
CTIelOBaHMsI IPY YCTIOBUM, €CTIM TaKyie BO3MOXKHOCTH OYAyT JOCTYIHBL B TekcTe kmaccu-
bukarym o KaXX 0 HO30/I0TUHU IPUBOISITCS OTAE/TbHbIE TaOMUIBI C AMATHOCTUYECKN
3HAYVMMBIMM KpUTEPUAMIU.

BrionHe 04eBUIHO, YTO B COBPEMEHHBIX YC/IOBMAX OJHOTO TOIBKO IMCTOIOTNYECKO-
IO VICCIIEROBAHMSI I IOCTAaHOBKM AMAarHO3a HEOCTaTOYHO, IMAarHO3 CTal MHOTOCTION-
HBIM, HTETPYPOBAHHBIM. BbI30BBI BpeMeH) CTAaHOBATCA BCe cepbe3Hee, HayKa He CTOUT
Ha MecTe. CMOXXeM /I MbI UATU B HOTY ¢ nTporpeccom? CoBepIlIeHHO O4eBUIHO, YTO HaM
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IPEICTOUT pabOTaTh C HOBOII PefaKiueil Knaccupuranmm 6vpKaitime maTh 1eT U K-
JIaraTh BCe YCUIUA JIs1 OLIPefie/IeHNs TeX FeHeTMIeCKIX abeppaumnii, KOTOpble MOTYT I10-
B/IMATDH HE TOJIBKO Ha IIOCTAaHOBKY COBPEMEHHOTO JIMATHO34a, HO U B IIEPBYIO OYepeNib Ha
TAKTUKY JIEY€HVs HEVIPOOHKOJIOTMYECKYX ITAllVIEHTOB.
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The author’s translation of the new World Health Organization classification (2021) of tumors
of the central nervous system is presented. Its fundamental differences from the previous edi-
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tion are considered with a list of the main new nosological units. It is important to note that
central nervous system tumors were divided into “adult-type diffuse gliomas” and “paediat-
ric-type diffuse gliomas” (low-grade and high-grade). A new section has appeared — “glio-
mas, glioneuronal tumors, and neuronal tumors” This rubric includes “ependymal tumors”
and “glioneuronal and neuronal tumors” In the fifth-edition Central Nervous System Tu-
mours volume of the Classification, the sections have disappeared: “other astrocytic tumors”
and “other gliomas”. Many nosologies from these sections, according to growth patterns, have
formed a new rubric — “circumscribed astrocytic gliomas. The approach to the classification
of ependymomas has been fundamentally changed. Now it is based on anatomical localization
and its corresponding genetic aberration. Attention is paid to the growing role of molecular
diagnostics, which is fundamental in terms of nosology, and to the difficulties associated with
the transition to the new version of classification. Information about the degree of malignancy
of the most common neoplasms of this localization is given.

Keywords: WHO classification, tumors of the central nervous system, the degree of malig-
nancy of the CNS tumors, molecular genetics, neuro-oncology.

Received: April 2, 2022
Accepted: June 27, 2022
Authors’ information:

Marina V. Matsko — MDj; marinamatsko@mail.ru
Evgeny D. Matsko — Student; zhenya.matsko@gmail.com

Becmnux CIT6I'Y. Meduyuna. 2022. T. 17. Boin. 2


mailto:marinamatsko@mail.ru
mailto:zhenya.matsko@gmail.com

	_Hlk114806194
	_Hlk112833036
	_Hlk112831534
	_Hlk98336048
	_Hlk98336241
	_Hlk98336128
	_Hlk78109041
	_Hlk114806288
	_Hlk112832226
	_Hlk114806928

