OB30P JIUTEPATYPBI Tom XIV, Ne4, 2022
DOI 10.56618/20712693_2022_14 4 122 @‘ma

COBPEMEHHBIE NOJXOIbI
K IPOI'HO3UPOBAHHUIO TEYEHUS 1 HCXOJIOB JIEYEHU S
HAUBOJEE YACTO BCTPEUAIOIIUXCS 3JIOKAYECTBEHHBIX
ONIYXOJIEH T'OJIOBHOI'O MO3TA Y IETEN
(IUTEPATYPHBIA OB30P)

9. T. Hazapaauesa', A.Il. I'epacumos’, J. T. HazapasiueBa®,
FO. M. 3a6ponckasn’, M. A. llleBuos*?, K. A. CamouepHbIx'

! «Poccuiickuii HayYHO-MCCIISOBATEIbCKHNA HEHPOXUPYPrUUECKUid HHCTUTYT uMeHH Tpod. A.JI. [ToneHoBa
— ¢wman OT'BY «HMUL um. B. A. Anmazosa» M3 PO,
MasikoBckoro yi., 12, Cankr-IletepOypr, 191014
2 «DepepantbHOE TOCYIAPCTBEHHOE OIOMHKETHOE YIPSIKICHUE HAYKH
WuctutyT nuronorun Poccuiickoii akagemun Hayk», CaHkT-IleTepOypr, Poccus
3 «Hay4HbIil LEHTP MUPOBOTO YpOoBHsI «LICHTp mepcoHATN3HUPOBAHHON MEHIIHBIY,
OI'BY «HMUI] um. B. A. Anmazoa» Munznpasa PO, Cankr-IletepOypr, 197341, Poccus
4 “KpIpreI3ckast rocyIapCTBeHHAS MeAUITUHCKas akaaemus uMm. 1. K. AxynbaeBay, bumikek, Keipreizcran

PE3IOME

IIpoBenen aHau3 JUTEPATYPHbIX JAHHBIX 0 (PAKTOPAX NPOrHO3a TeyeHUsi M 3P PeKTUBHOCTH JeyeHUs1 HauboJiee pac-
NMPOCTPAHEHHBIX 3J10KAYeCTBEHHBIX OINYX0JIeil TO0JOBHOTO MO3ra y jAeTeii — MeayJ/1u100J1aCTOM, INIMOM BBICOKOM CTeleHH
3JI0Ka4eCTBEHHOCTH, JIIeHTUMOM.

OTMeueHO, YTO NMOJTyYeHHbIe B MOCJIeHHE T0/IbI HOBbIE IaHHbIE 0 MOJIEKY/ISIPHOM NaToreHe3e OCHOBHBIX FPYI 3710Ka-
YeCTBEHHbIX OIYX0JIell r0JIOBHOI0 MO3ra MOCIYKUJIM OCHOBOI 111 pa3padoTKU CUCTEM CTPaTH(UKALMH PUCKOB, MOUCKA
(¢axTOopoB NporHo3a M COBEPLUICHCTBOBAHUS METOJO0B JieueHHs LiepeOpanbHbIX omyxoueil y aereii. IIpeacraBnensl npu-
Mepbl KA, 103BOJIAI0LIUX BbIIBUTh KAHIHJATOB HA XHPYPru4ecKoe BMEIaTe/IbCTBO y NALMEHTOB C PelUMBAMU Lepe-
OpaJbHBIX OIIyX0JIel ¢ OLICHKOM Ja/IbHellIero NporLo3a H BO3MOKHOCTBI0 Pa3padoTKU nepcOHU(GUIHUPOBAHHONH TAKTHKHU
MOCJICONEePANUOHHOIO JICUCHH.

‘Yka3aHo, 4T0 MHTEerpanusi KJIMHUYECKUX H OHOTOTMYeCKHX JaHHBIX A5 o0ecnieyeHus (¢ ¢epeHUMPOBAHHOIO MOAXO0-
Ja K JICYCHUIO JeTCKUX lepe0pajbHbIX OIyX0/1eil, a1aNTHPOBAHHOI0 K YPOBHSAM PUCKA, NIOTEHIIHAJILHO MOKeT H3MEHHTh
HHTEHCHMBHOCTb TPAJMIIMOHHOI Tepanuu U c1e1aTh BO3MOKHBIM BHEJPeHHE B KJIMHHYECKYI0 IPAKTHKY HOBBIX METO0B
Jle4eHHsl ITUX OMyXoJIeid.

HOEJb UCCJIEJOBAHMUS: npexncTaBuTh aHAIN3 JUTEPATYPHBIX JaHHBIX 0 (PAKTOpPaX MPOrHO3a TeueHUs U 3P Pex-
THBHOCTH JIe4eHHs Haubo/iee pacpoCTPAHEHHBIX 3JI0KAYeCTBEHHBIX OIyX0J1eil TOJI0BHOI0 M0O3ra y Jereil — MeayJ/1a00a-
CTOM, IVIHOM BBICOKOM CTENEHH 3JI0KA4eCTBEHHOCTH, 3NICHIMMOM.

C neJbIo MoJTy4YeHHUs! OJTHOM U AKTYaIbHOI MH(OPMALUH ObLIM BBINOJIHEHBI IOUCKOBBIE 3aIIPOCHI B PA3JIMYHBIX COOT-
BercrBylommx 6a3ax ganubix: MEDLINE, Cochrane Controlled Trials Register, International Pharmaceutical Abstracts,
Pub Med Central, Kuéepiennnka.
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9. T. HazapaiueBa ¢ coaBT.

RESUME. The analysis of literature data on the factors of prognosis of the course and effectiveness of treatment of the
most common malignant brain tumors in children — medulloblastoma, glioma of high malignancy, ependyma.

It is noted that the new data obtained in recent years on the molecular pathogenesis of the main groups of malignant
brain tumors have served as the basis for the development of risk stratification systems, the search for prognostic factors
and the improvement of methods of treatment of cerebral tumors in children. Examples of scales are presented that allow
identifying candidates for surgical intervention in patients with recurrent cerebral tumors with an assessment of further

prognosis and the possibility of developing personalized tactics for postoperative treatment.

It is indicated that the integration of clinical and biological data to provide a differentiated approach to the treatment
of pediatric cerebral tumors, adapted to risk levels, can potentially change the intensity of traditional therapy and make it
possible to introduce new methods of treatment of these tumors into clinical practice.

OBJECTIVE: to present an analysis of the literature data on the prognostic factors of the course and effectiveness
of treatment of the most common malignant brain tumors in children — medulloblastoma, glioma of high malignancy,

ependym.

In order to obtain complete and up-to-date information, search queries were performed in various relevant databases:
MEDLINE, Cochrane Controlled Trials Register, International Pharmaceutical Abstracts, Pub Med Central, Cyberleninka.
KEYWORDS: infantile cerebral tumors, medulloblastoma, embryonic tumor, ependymoma, relapses of cerebral

tumors, prognosis scales, molecular genetic characteristics.
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Beenennue.

Onyxonu ronoBHoro mosra (OI'M) sBisroTcs Hau-
OoJiee pacpOCTPaHEHHBIMH OHKOJIOTHYECKMMH 3a0oJie-
BaHMSIMH JIETCKOTO BO3pacra, Hapsily ¢ OHKOTeMaToJo-
TMYSCKUMH 3a00JICBaHUSIMH. YPOBEHb 3a00JICBACMOCTH
B 9KOHOMHUYECKH DPa3BUTBIX CTpaHaX COCTAaBILIET IpU-
MepHo 6 Ha 100000 mereit, Ha X IO TPUXOIUTCS OKO-
110 25 % Bcex 3710Ka4eCTBEHHBIX HOBOOOPa30BaHUil y 1ie-
muarprdeckux narueHToB [1-4]. Kpome toro, otmMedeH
pocrt 3aboneBaemoctat OI'M c¢ 2,13 ciryqaes ma 100000
nereit B 1975 1. mo 2,99 B 2017 1.[5]. B mociemuue romst
MIPOM30IIUIA HBOJIOIMSA IPEACTABICHUH O Onoiormde-
cKkuX ocHOBax OompmmHCTBa OI'M Yy mereif, 4To MO3BO-
JSIET TIOBBICHTH BBDKMBAEMOCTh OOJIBHBIX, B 9ACTHOCTH
3a cyeT pa3pabOTKH HOBBIX HAIpaBICHUH Tepanuu u 60-
Jiee TOYHOW cTpaTH(UKanuy NalueHTOB C IeNblo o0e-
CIEYEHHS aJIeKBaTHOTO ITPUMEHEHHSI COOTBETCTBYIOIMINX
METOZIOB JieueHHs. VIHTerpannoHHbIH To1Xo o0ecednt
yBeJIn4eHue S5-1eTHell BebkuBaeMocTH ¢ 55 % B 1975 .
1o 76 % B 2017 . [5].

[ToBeiienne mokasarenell KIMHUYECKOH d(PQeKTHB-
HoctH JeueHus psaa OI'M y nereit 00yciioBieHO TiaB-

HBIM 00pa30M NPUMEHEHHUEM B HEHPOOHKOJIOTMU MHOTO-
[apaMeTpU4EeCKOl HEHpOBU3yaIM3allMM, pPsAAa HOBBIX
HEHPOXUPYPIUUECKUX METOAOB JICUEHUS, JIy4eBOI TEpa-
MUN ¥ TOJIMXUMHOTEPAIINH, a TaK)Ke COBEPIICHCTBOBA-
HUEM MOAJIEP/KUBAIOLLEHN Tepanuy, IPUMEHIEMON y 3TOH
KaTeTOPHH MaIruenToB |3, 6]. OgHako 3TH TEHAEHIINH CO-
MIPOBOKIAIOTCSI B OOJNBIIMHCTBE CIIy4aeB ITOBBIIICHUEM
TOKCHYHOCTH TIPOBOIAMMOTO JICUCHUS C PSAOM HeOIaro-
MPUATHBIX TIOCTIECICTBHI TSI CAMOTO PeOCHKA, €r0 CEMbH
u obmectsa. bonee Toro, mist psga OI'M nporHo3 ocra-
€TCsl HEU3MEHHBIM YK€ I€CSTKH JIeT [6, 7].

Pesynbrarel mcciienoBaHuid 1O pa3padoTKaM U Co-
BEPIICHCTBOBAaHUIO METONIOB MPOTHO3a TEUCHUS U HC-
XOJla ATOH TpyNIbl 3a00JICBaHUIA MMO3BOJSIOT KOHCTATH-
pOBaTh, UTO BO3pPACT HA MOMEHT NOCTAHOBKHU JHMarHo3a,
T0JI, CTENEHb aHAIJIa3UH OITyXOJH, €€ TUCTOIIOTUYECKUE
MOJTUIIBI M aHATOMUYECKAs JIOKAJIU3ALUs SBIISIOTCS OC-
HOBHBIMH MPOTHOCTHYECKUMH (akTtopamu. K mpumepy,
WCCIIEIOBaHMsSI TOKa3alld, 4TO JJIs JIeTeil, y KOTOPBIX
OI'M muarHoctupoBaHa B Oojiee cTapIieM Bo3pacrte, Kak
MPaBUJIO0, XapaKTEpHa JIy4lllas BEDKHBAEMOCTh 10 CpaB-
HEHUIO C TIAIMeHTaMU PaHHero Bo3pacTa [8].

POCCHUNCKHAMN HEMPOXUPYPTUUYECKHUM KYPHAJ umenn npodeccopa A.JI. Ioaenosa
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Pa3pabarbiBaeMble B TIOCIIEIHHE TOABI KPUTEPHH
nporHo3a OI'M B OONBIIMHCTBE CIy4daeB Oa3upyroTCs
Ha MPEICTABICHUSIX O MOJEKYIAPHBIX OCHOBAaX UX Ila-
TOTeHe3a. BBIsABIEH Pl MOJEKYIIPHBIX MapKepoB Ipo-
THO3a 3THX 3aboneBaHuil, 6ompmmHCTBO OI'M cTparu-
(GunupoBaHBl B OTHOUICHUH PUCKA IS MAIJMEHTOB, YTO
MO3BOJISIET MTPOBOANTH KOMIUIEKCHBIH aHAJIN3 KIMHUYC-
CKHUX, TUCTOJIOTHYECKUX M MOJEKYISIPHO-TCHETHIECKUX
XapaKTEepUCTHK JAaHHOTO KOHTHHTeHTa OonbHBIX. Ha oc-
HOBAaHWHM TOJTYYEHHBIX IAaHHBIX MCCIIEOBATENN OCY-
IIECTBISIOT IPOTHO3 BEDKMBAEMOCTH M pa3paldaThIBaIOT
AITOPUTM BBIOOpA METOJOB JICUEHHS JTaHHOW KaTeropuu
nanueHToB. B To e Bpems cooO1ienust o pa3paboTke ch-
CTEM IPOTHO3a BEDKUBAEMOCTH 1 BOZHUKHOBEHUS peU-
nmuBOB y neteit ¢ OI'M, a TakXke IIKai, KOTOpbie ObLTH OBl
5 QeKTHUBHBI JUIA NMPUMEHEHUs] B peajbHOW KIMHUYE-
CKOHM TpaKkTHKe €IWHWYHBI M HE CHCTEeMaTH3UpPOBaHbI,
YTO CBHUJIETEIBCTBYET 00 aKTyaJbHOCTH YINIyOJIEHHOTO
W3YYEHUsI OTUX ACTIEKTOB.

Heans pabdoThI: IpeACTaBUTh aHATIU3 JIUTEPATYPHBIX
JMAHHBIX O (hakTopax MpOrHo3a TeueHHs U IPPEKTUB-
HOCTH JIeueHHs HanOoJiee pacnpoCTpaHEHHbBIX 3JI0Kaye-
CTBEHHBIX OITyXOJeH TOJIOBHOTO MO3Tra y AeTeil — Me-
JTyNI00J1acTOM, ITTMOM BBICOKOM CTENEHH 3I0Ka4eCTBEH-
HOCTH, TIECHIHMOM.

C 1eIbio MOy YeHHsI TOJTHOM 1 akTyalbHOU HH(pOopMa-
IIMY OBLTH BBITIOJTHEHbI TIOUCKOBBIE 3aIIPOCHI B PA3INYHBIX
cootBercTByronmx 6a3ax naHabix: MEDLINE, Cochrane
Controlled Trials Register, International Pharmaceutical
Abstracts, Pub Med Central, KuGepnennnka.

MenymnobmacTtoMa TpeAcTaBisgeT coOoi Hamboiee
PacIpoCTPaHEHHYIO 3JI0KAYECTBEHHYIO OIyXOJb TOJIOB-
HOTO MO3ra y AeTel u coctasisieT nmpuMepHo 20 % Beex
omyxoJiel meHTpanbHoi HepBHOH cuctemsl (LUHC) [3,
9, 10]. Ha moimto 3T0it omyxonu npuxoautcs 6omee 60 %
BHYTPHYCPEITHBIX SMOPHOHAIBHBIX OIyXOJei [2].

Hcropryeckn BBIACTSIN KITACCHYECKUN TTOATUI Me-
JyJUT00JIaCTOMBI, Ha JIONIO KOTOPOTo mpuxoxutes 72 %
BCEX CIy4aeB, JECMOIIaCTHYECKHU/y3/I0BOH BapHaHT,
MOATPYIIIOI KOTOPOTO SIBIISIETCS. MeyIIo01acToMa ¢ 00-
mmpHeIME y31amMu (MBEN), n kpynHOKJIeTOUHBII/aHa-
IJIaCTUYECKUI BapHaHT omyxouu [2].

Pe3ynpraTel TpaHCKPUNTOMHOTO aHAJIW3a MEIYIIIO-
OnmactoM crocoOCTBOBaM TIIO0aIbHOMY KOHCEHCYCY,
COIVIaCHO KOTOPOMY ObliIa onpeescHa HIeHTUDUKALHS
YeThIpeX IUCKPETHBIX MOJEKYJSPHBIX MOAIPYII OIYy-
XOIIH, BEPOSTHO, IPOUCXOASAIINX U3 PA3IMYHBIX KIETOK.
W3yueHne MONEKyISIPHO-TEeHETHYECKOTO MPOQHIIS 3TUX
TPyNII OIMyXOJIed MO3BOJMIO HACHTH(HUIUPOBATH CO-
MaTHYECKHe MYTAallMM, BbI3BIBAIOIINE MOAU(DHUKALUIO
XpOMaTHHa, KaK BeAyIuil ()akTop TeTeporeHHOCTH
MEAyII00IacToOM, OOYCIOBICHHONH AIHTEHETHYECKOH
mucperymsimuein  [11-13].T'eneTndeckn  ompeneneH-
HBIE THIIBI MeEIy/100IacToM BKIOYAOT: wingless-
activated (WNT)-aktuBupoBansasiii — 1-s1 rpymnma,
sonichedgehog (SHH)—akTuBHpoBaHHBIN — 2-1 Tpyn-
ma, KOTopast B CBOIO O4YEpeqb MACIHUTCS Ha ITOJATHIIBI
6e3 myramuu TP53 — puxoro tuna (TP53 widetype)
u ¢ mytanueid TP53 (TP53-mutant), 3-1 u 4-1 TPYIITEI

HEe UMEIOT akTuBaluio curHanbHbix nyted WNT u SHH
(me-WNT/ue-SHH) [6, 7].

WNT T, Ha 70110 KOTOPOTO IPUXOTUTCS IPUMEPHO
10 % Bcex MenyIo0nacToM, 4YacTo BO3HUKAET y JETei
Ooiee crapIiero BO3pacTa ¢ OJMHAKOBBIM T'€HIEPHBIM
pacripefiesieHleM, JOKaIU3ylTCsl 10 CpedHed JIHHHUH,
HO IIPU 3TOM HEpeIKO MPOHMKAIOT B JIaTepaJIbHBIN Kap-
MaH CTBOJIa Mo3ra 4yepe3 oTBepctue Jlromka [7]. Omyxo-
a1 WNT Ttuna peaxo MeTacTa3upyror, JUIsl HUX XapaKTe-
PeH KiIacCUYeCKui BapuanT Mopdosoruu [4].

Ha nomro SHH tumna npuxoautcs mpumepHo 30 %
BCEX CIy4acB MeIylIo0nacToMbl, [UId Hee Xapak-
TEpPHO MPEUMYLIECTBEHHO OMMOIAIBLHOE BO3PACTHOE
pacmpeniesnieHHe: OIyXONb BBIABIACTCS JTHOO y nerei
MIIaJIIIe TpexX JIeT, JH00 B MOJPOCTKOBOM Bo3pacTe [2,
6]. Menymio6nacroma SHH, Bo3HHMKaromas U3 KIETOK-
MIPEAIECTBCHHUKOB, JIOKATH3YeTCs B aDCOTIOTHOM O0JTh-
IIMHCTBE CIyYaeB B MOJYIIApHIX MO3Kedka [12].

Bce ysnoBarble JecMOIIacTHYECKHE Menyinioona-
CTOMBI IpHHAANEKaAT K noarpymmne SHH, xots MoryT Ha-
OmromaTbcsl M IpyTHe TUCTONOTHYECKHe BapuaHTH [13].
OnUreHoMHOE TNPOQGMINPOBAHNUE TTO3BOJIMIIO BBISBUTH
eIle YeThIpe KIMHWYECKH PA3IMYHBIX MOJICKYISPHBIX
noxakinacca SHH menynno6nactom: ansga, 6era, ramma
u pensra [11]. Tlpu 3TOM yCTaHOBIEHO, YTO MEIYILIO-
6mactoma SHH-anbga yame BISBISIETCS y A€TEH, TOT-
Jla KaKk y MIIaJIeHIIEB, KaK MPaBUIIO, 0OHAPY>KUBAIOTCS
SHH-6era 1 SHH-ramma menymuio0nacToMsl, a Oy X0iIx
SHH-nenbra 00BIMHO HAOMIONAIOTCS y B3POCIBIX MAalH-
€HTOB [4].

Onyxomu He-WNT/ne-SHH Ttuma 3-it rpynmel co-
CTaBIAIOT 25 % BCEX CIydacB MEIyJIo0gacToM, Mpe-
001afaoT y JUI MYXCKOTO I10J1a, Yalle BBIABIISIOTCS
y neteit B Bozpacte oT 2 no 5 net [4]. [lonararot, uto
9TH OIYyXOJIM BO3HUKAIOT M3 HEPBHBIX CTBOJOBBIX KIIE-
TOK, OITyXOJIM 4acTo MeTacTasupyioT [13]. Memymiobmna-
CTOMBI 3-# TPyNIIBI MOTYT OBITH CBSI3aHBI C aKTUBALUEH
T'AMKepruueckux u pOTOpPEENTOPHBIX My Tel. J{ist Hux
XapaKTEepHbl MHOTOYHCIICHHBIE TEHOMHbIE alepparyy,
B TO BPEMsI KaK MTOBTOPSIOIINECS COMAaTHUECKIE BapHaH-
THI HyKJICOTH/IOB BCTpEUYaroTcs HedacTto [ 14].

Menymmo6nacromeine- WNT/He-SHH Tuma 4-i1 rpyn-
Bl COCTABIAIOT 35 % Bcex Meay/uto0acToM, Jalie Bbl-
SBJISIIOTCS Y JIUII MY)KCKOTO TOJIa U SIBIISIFOTCS] JIOMHHU-
pYIOLIEl MOJIEKYJIIPHOW MOArPYNIION OIyXoJiel y ieTeit
B Bo3pacte oT 3 1o 16 ner [15]. Kak u onmyxonu 3-i rpyn-
TIBI, 9TH MEAY/UI00IacTOMBI BO3HHUKAIOT B IV xemynouke,
4acTo YK€ MPH MOCTAHOBKE JUArHO3a BBISABIISIOTCS Me-
TacTassl. [Ipy 3TOM UX KIMHHYECKUE CUMIITOMBI IPOSIB-
JISFOTCS JOCTATOYHO MeyieHHO [ 16]. [eHeTnyeckue aHo-
MaJlIiM B OIyXOJISIX 4-# TpyIIbl BKJIIOYAIOT MHAKTHBU-
pyromye MyTauuu ructoHoBod nemetuiiassl KDMS 6A
u MopynsTopa ructoHoB PRDM6, TanneMHBbIe AyIUIHKa-
1 SNCAIP u ammmudukanuu CDK6 u MYCN. Xpo-
MOCOMHBIE BapHallU¥ BKJIIOYAIOT JENIEIIUI0 XPOMOCOMBI
8, 11 umm 18p, npuobpererne xpomocomsl 1 mim 17q
U HM30XpOMOCOMBI 17(, mocienHee siBiseTcs Haubolee
pacrpoCTpaHEHHON  LIMTONEHETHYECKOW  aHoMamuei
B JaHHOUW moATpyIIe omyxonei [17].
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Ilpoenocmuueckue ¢paxmopwi. TpaquMOHHBIE CHU-
CTeMBbl CTpaTH(GUKAIMU MPOTHO3a HEOIArOMPHUATHOTO
TeueHHs 3aboJyieBaHMA U1 Meqyia00JacToM IMpenyc-
MaTpUBAIOT y4eT Takux (aKTOpOB, KaK BO3PACT, CTe-
ME€Hb PE3EKIMH OIyXOIH M METAaCTaTHYECKHH CTaTyc
JUTSL OTIPEJIEICHNS TPYII CO CTAHJAPTHBIM U BBICOKUM
YPOBHEM pHCKa, UTO, B CBOIO O4€pE/b, TO3BOJIIET BbI-
Oparp TakTtuky nedeHus [9]. OmeHka pucka «cCTaH-
JapTHas» BKJIIOYAeT Takue (akTopsl, KaK BO3pPACT
crapme 3 JeT, JJOKaJIN30BaHHOE 00pa3oBaHHs C BO3-
MOKHOCTBIO BBITIOJIHEHHUSI OOIINPHOTO WM MpPaKTHYe-
CKH TOTaJIbHOTO yHaJIeHUS OIyXOJH (BEIWYMHA OCTa-
TOYHOTO 00beMa OIyXOJIU COCTaBisIeT MeHee 1,5 cm?).
B ocTanpHBIX ciydasx pHCK KBAIM(DUIUPYETCS Kak
BbIcOKUI [6]. OnHaKo 3TH U JApyrue UCTOPUYECKHE
MPOrHOCTUYECKNE MapKephl (Takue Kak aHaIulacTH-
YeCKHH BapHaHT MOPQOJOTHH OIYXOJH) SBISIIOTCS
(hakTHYEeCKN CypporaraMy MOJICKYJISIPHON HMOITPYIIIBI
MEAyJUIO0IaCTOMBI, YTO CBUJETEIBCTBYET O HEOOXO-
JUMOCTHU JaJbHEHIIEro COBEpLUICHCTBOBAHUS CTPATU-
(ukanum omyxose.

Ilennarpuueckue MalMEHTHl CO CTAHAAPTHBIM PH-
cKkoM MenysutobnactoM ¢ omyxoiibio WNT umeror xopo-
IIMA TPOTHO3, S5-TETHsS BBDKUBAEMOCTh 0€3 IMmporpec-
CHUpPOBAHHUS MOCJE NMPOBEIACHUS CTaHIAPTHOTO JICUCHHUS
npesbimaet 90 %.

K HaCTOAEMY BPEMCHU OITUCAHBI IPOTHOCTUYCCKUE
XapaKTePUCTUKU U B oTHomeHUH onmyxonmu SHH. B vacT-
HOCTH, TTIOKa3aHO, YTO MJIaIECHIECKIE MEAYIIO0IaCTOMBI
SHH 6eta u ramMmma pa3inu4aroTcs, U 3TOM I OITyXO-
JIeH oArpyIsl OeTa XapakTepeH IJI0XON MPOTHO3, TOT-
Jla KaK JUIs MOATPYIIIBI TaMMa — 3HAYUTENBHO JIy YU
[18, 19].

Jns memymmo6mactom 3-it i 4-1 TPy TakKe Xapak-
TEpHBI pa3INYHbIC BAPUAHTHI IPOrHO3a TEUCHUS 3a0oIe-
BaHMs, HA KOTOPHIE BIMSACT BPOXKACHHAS MOJICKYIISIpHAs
rereporeHHocTh. Hampumep, i omyxosneit rpynmsr 3,
KakK TPaBHJIO, XapaKTepeH IUIOXOW MPOTHO3, OCOOCHHO
B ciyyasx ammmudukanun MYC, 3TH OMyXonu 4YacTo
HE MOAJAIOTCS TPAIULUUOHHON Tepanuu [6], B TO BpeMs
KaK Meay1o0i1acToMbl 4-if TPyHIbl JAEMOHCTPHUPYIOT
MEpEeMEHHBI MPOTHO3, BKJIIOYAIOT HOBOOOPa30BaHUS
C HU3KUM YPOBHEM pHCKa HEOJIAroNpHATHOTO TEUCHHS
3a0osieBaHus], JUIl KOTOPBIX XapaKTepHa IoTepsi Xpo-
mocomsl 11 wim 17 [12]. UndanTunbheie onyxonu 4-i
TPyNIbl BCTPEYAIOTCSl HEYacTo, AN HUX XapaKTepeH
m0xoi mporHo3 [20, 21].

IIpoBeneHue anbIOBAHTHON KPaHUOCIHMHAIBHOM JIy-
4YeBOM Tepanuu 1 KOMOMHHPOBAaHHOW XMMHUOTEPAITUH O~
CJie BBIIOJHEHUS PE3CKIHH OITYyXOJH, COIPOBOXKIACTCS
B IIOCJICAHUEC ACCATUIICTHUSA 3HAYUTCIIbHBIM ITOBBIIIICHUEM
BBDKHMBAEMOCTH TMAI[EHTOB, TIO9TOMY 3TOT IOAXOJ pac-
CMaTpUBAETCSI B Ka4eCTBE OOLIENIPUHATOIO CTaHIapTa
JICICHHUSL.

Bricoko3nokauecTBEHHass INIMOMa y JAeTel —
pediatric high-grade gliomas (pHGG). Hapsany ¢ me-
nymnobrmactomamun pHGG sABISAIOTCS OXHOW W3 HaW-
Gosiee 9aCTO BCTPEUAIOIIMXCS 3JI0KAYECTBEHHBIX OITY-
xonerr [ITHC y nmeteit ¢ coBOKyIHOM 3a0051€Ba€MOCTHIO

1,1 ma 100000 nereii [1]. HecMoTpst Ha u3MeHEHUs
napaJurMel, Oasupyroneiics Ha ydeTe IpeACTaBICHUH
0 MonekynapHsix noarpynnax pHGG, omnyaromuxcs
OT B3POCIIBIX aHAJIOTOB, M P JOCTH)KEHUH B TEpaIruu
OTIpe/ICJIEHHBIX BUIOB OMyXoJeil (Takux Kak MJilajieH-
geckas HGG), B mocnenHue AecSTUIETHS ITOCTUTHYT
JIUIIb He3HAYUTENIbHOM MpOorpecc B JICUEHUH ITHUX OILy-
xone. Ha nomro pHGG npuxoautcs 6oiee 40 % Bcex
ClIy4aeB CMEpPTH OT OIyXOJeH roJOBHOIO MO3ra y Je-
Tell, MOATOMY OHM OCTAIOTCS B LIEHTPE BHUMAaHHS CIie-
nuanucTos [21].

bnarogapsi kpynHelleMy MOJIEKYJIIPHOMY MeTa-
ananusy pHGG, BkirouaromeMy reHOMHOE, SITUTEHOM-
HO€ U TPAHCKPUNTOMHOE MPOQHINPOBaHKE, B HACTO-
siiee BpeMs WASHTU(HUIIMPOBAHBI MO KpalHeH Mepe
nesate noarpynn pHGG ¢ npucymmumu um Ononoru-
YECKUMH W/WIN KIMHUYECKUMH XapaKTEepPUCTHKAMH,
TaKMMH KaK BO3PAcCT, JOKaIH3alUs OIyXOIH U IPOTHO3
[22, 23].

YCTaHOBIIEHO, 4YTO JIOMHHHUPYIOUIME IOATPYIIIIEI
pHGG skcnpeccupyrotr myranuu ructonoB HISTIH3B
(H3.1) B monoxkenmsix K27, H3.2 (pemxo) m H3F3A
(H3.3) B monmoxkenusix K27 u G34 [23, 24]. H3K27M
pHGG Ononorudyeckn xapakTepu3yloTcs abeppaHTHOMN
JKCTIpecCHel B pe3yabTare HOTepH TPUMETHINPOBAHUS
1o nu3uny 27 ructoHa 3 [24], KTMHUYECKH — Pacloso-
JKEHUEM OIyXOJIeH 10 CpelHel JMHUY (BapoJIneB MOCT,
CpeIHHMI MO3T, TalaMmyc, CIIMHHOW Mo3r) u Oojee Mo-
noabM Bo3pacToM manueHtoB [23], pHGG nmoarpynmst
H3.3 G34 006bI4HO JIOKaNN3YIOTCS B TIOMYLIAPUSIX TOJIOB-
HOT'O MO3T'a U BBISIBJIAIOTCS Y MOAPOCTKOB U B OoJiee cTap-
IIMX BO3PACTHBIX rpymnmax [25].

Ha puc. 1 mpezacraBieHa mimanbHas ONyXolb Cpe-
JUHHOM JIOKAIU3auu ¢ MOP(OIOTHEH MUIOIUTAPHON
aCTPOLIUTOMEI, B KOTOpOH oOHapy>kuBaeTcs myTarus H3
K27M, 4o no3BossieT oTHeCTH ee K 1uddy3Hoii cpeauH-
HOW TitnoMme ¢ u3Menenuem resa H3 K27 grade 4, ICD-O
code 9585/3 ¢ HeOnaronpusTHBIM IPOTHO30M.

Ha puc. 2 mpencraBieHa INHanbHas OIYXOJb
¢ Mopdororueil rIMOOIACTOMBI, IPU3HAKAMHU HEKpPO-
3a, MHTO3aMH, Tpoaudepanneil HAOTENUS COCYIOB.
OtMmeuaroTcsi mposiBieHuss mytanuu resa IDHI1, gro
TTO3BOJISIET OTHECTH OIYyXONb K acTpouutomegrade 4,
ICD-O code 9445/3 ¢ oTHOCHUTENHHO OIATONMPHUSATHBIM
IIPOTHO30M.

Daxmopuvl npozcnosa. J1o NOSBIEHUS MOJIEKYJISIPHON
KJIaCCU(HKAINY, OTNMCAHHOW BBIIIE, IBYMS BEXYIINMH
KIIMHUYECKUMH NporHocTHdeckuMu ¢akropamu pHGG
OBUTH CTeNeHb XHPYPrHYECKOW PE3eKUUH W TUCTOJIO-
rHYecKas XapaKTepUCTHKa OIyXoiH. B wacTtHocTH, He-
nojHast pe3ekuus u 4 crenens aHamnasuu HGG, ceune-
TEJIBCTBOBAIM O HEOIATOMPHUATHOM IPOrHO3e [26]. DTO
MOJIOXKEHUE COXpAHSETCd M CErofgHs, OQHAKO OHO JO-
MOJHSIETCS MOJIEKYJSIpHOM cTparudukanueil omyxosieu.
B HEKOTOPBIX HCCIIEIOBaHUAX TAKIKE COOOIIATIOCH O MPO-
THOCTHYECKOH 3HAUYMMOCTH 3KCIPECCUM METHITYaHHH-
JHK-meruntpancdepazst (MGMT) B oTHOwmeHuu 3¢-
(DEeKTHBHOCTH TEpalMu TEMO30JIOMUJIOM U HCXOIOB Jie-
yeHus [27].
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PucyHok 1. [limanpHas onyxoiib CpeMHHOI JIOKaIM3auuu ¢ Mopdosiorneii NUJIONMTAPHOI acTpouuToMBbI (A/A)

u npusHakamu mytanuunH3 K27M (kopuuHeBoe oxkpamusanue siaep) (b/B).a/a — okp. reMaToKcUJIMH-3031H, yB. X400; 6/b —

HMMYHOTHCTOXUMMYecKast peakuus ¢ anTuresoM k H3 K27-mutant, ys. X400.

Figure 1. A glial tumor of median localization with the morphology of pilocytic astrocytoma (A/A) demonstrates the H3 K27M mutation

(brown staining of nuclei) (B/B). a/a — staining with hematoxylin and eosin, x400; b/b — immunohistochemical reaction with an

antibody to the mutant H3 K27, x400.
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Pucynoxk 2. I'mnansHast oIyxoJib ¢ Mopdosiorueii Nnod1acToMbl ¢ IPU3HAKAMH HEKP03a, MHTO3aMH, NpoJandepanueii YHI10Te s

cocynoB. MyTtanust rena IDH1 (kopuiuHeBoe OKpalmIMBaHHe KJI€TOK).a/a — OKpP. TeMaTOKCHJIHH — J03HH, YB. X200; 6/b —

HMMYHOTHCTOXHMHYecKas peakuus ¢ anTuTeaoM k IDH 1r132h-mutant, ys. x400

Figure 2. A glial tumor with glioblastoma morphology with necrosis, mitosis, vascular endothelial proliferation.Mutation of the IDH1

gene (brown cell staining).a/a — staining with hematoxylin and eosin, x200 b/b — immunohistochemical reaction with an antibody to

IDH 1r132h mutant, x400

Onenoumoma. Ha 1omo DSICHAMMOM IPUXOIUT-
cst mpumepHo 10 % B cTpykType Becex omyxoneit LIHC
y zmeteill. bonblMHCTBO ciyyaeB HaOnmiomaercst y naiu-
€HTOB B BO3pacTe /0 ISITU JIET, OMyXOJb 4Yalle BCTpe-
gaercsa y MansaukoB (coorHomenue 0,23: 0,17) [28].
Bonee 90 % meTcKuX 3MEHANMOM MMEIOT BHYTPHUEPEII-
HOE TPOMCXOXKACHUE. V3 HUX J]BE TPETH JOKAIU3YIOTCS
B 3aJJHEI YEPENHOM SIMKE, a OCTABILASACA TPETh JIOKAJIH-
3yeTcsl B CyNpaTeHTOpHAIbHOM oT/ene. JlenToMeHnHTu-
abHBIC METACcTa3bl BCTPEUAIOTCS PEAKO, O HUX cooOIma-
10T B 2-20 % cmyqaes [29].

Bbiensior 4eTslpe OCHOBHBIX THMCTOJOIMYECKHX
MOATPYIIBI STIEHANMOMBL: CyO3NEHIMMOMa U MUKCOTIa-
nuIsIpHas sneHanMoma (grade 1), kiraccnueckast (grade
2) u anammactuyeckas (grade 3) [30, 31].

Hcnonp3oBaHne THUCTOJIOTHYECKOH KilacCHU(HKALIH
B KayecTBE HaJEKHOTO IIPOIHOCTHYECKOTO MapKepa

0Ka3aJOCh HE BCETAa IIEHHBIM, OTYaCTH M3-3a CyObek-
THUBHOTO XapakKTepa OLEHKH CTEHCHH 3JI0Ka4eCTBEHHO-
CTH ¥ TETEPOTEHHOCTH OIyXOJH. DTH (aKTOPHI, HAPSITY
¢ ynryOneHneM MHpenCTaBICHUH O TEHOMHBIX XapakTe-
PHCTHKAX SMEHINMOMBI y NIETeH, MPUBEIN K TOMY, YTO
Koncopuuym 1o MHGOPMHUPOBAHUIO O MOJEKYISPHBIX
W TIPaKTHYECKUX TIOXOAaX K TAKCOHOMHHM OITyXoJsei
OHC (cIMPACT) pexomennoBan BO3 npuHATE HOBYIO
MHTETPUPOBAHHYIO THCTOJOTHYECKYI0/OMOIOTHIECKYTO
CUCTEeMY KIIaCCH(DUKAITUH STCHIUMOM [32].

I'eHoMHOE W MeTHIOMHOE NPOQHINPOBAHHE STHX
OITyXOJIeH BBISIBUJIO JIEBATH PA3IMYHBIX MOJICKYISPHBIX
TIO/ITUIIOB, YETHIPE M3 KOTOPBIX COCTABIISIIOT OOJBIIMH-
CTBO IEeIUATPUUECKUX SMEHAUMOM B KomnapTMeHTax PF
(PF-A u PF-B) u ST (ST-ZFTA u ST-YAP). Dnennumo-
Ma PF-A Ouonorudyeckn XapakTepHU3yIOTCsl SIIMI€HETH-
YeCKUM HapylleHueM peryasiuun metunupoBanus JTHK
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U MOIU(UKAIMKA TUCTOHOB, YacTO CONPOBOXIAIOLIMM-
cs oTcyTcTBUEeM TpuMeTwinpoBanus H3K27 [33, 34].
3a MCKIIOYEHHEM HEKOTOPBIX TCHOMHBIX AMCOaIaHCOB,
a UMEHHO yBenum4eHus 1q um morepu 6q, OHH OOBIIHO
JIEMOHCTPHUPYIOT cOanaHcupoBaHHBIN TeHoM [30, 34].
OTOT BapHaHT OITyXOJIH SBIISIETCS Hanbolee pacupocTpa-
HEHHBIM y MJIQJICHIIEB M J€TEil paHHEro BO3pacTa, I
HETO XapaKTepHa TEHACHIWSA K MHQWIBTpanuH, Iucce-
MUHAIAU U, KaK CIENCTBHE, INI0XO0M mporHo3 [35]. 3-3a
UX TPEHMYIIECTBCHHOTO JIATEPAIEHOTO PACHIOIOXKEHUS
Y BBICOKOW HHBAa3WBHOCTH YacTO OBIBAET CJIOKHO BBIIION-
HHUTBH TOTAJIBHYIO PE3CKIMU OITyXOJIH, YTO 00YyCIIOBIHMBA-
€T BBICOKYIO YacTOTy €€ peluIuBoB [36].

HccnenoBanusl mocieaHuX JIET IO HM3YYEHUIO Xa-
PaKTEpUCTUK METWIMPOBAHUS ITO3BOJMIN BBHIJEIUTH 9
BTOpOcTeneHHbIX noarunoB PF-A u 5 nmoarpynn PF-B,
JIEMOHCTPUPYIONINX Pa3MuHYI0 KIMHHYECKYIO U TeHe-
TH4eckyto rereporeHHocts [37, 38]. bonee yem B 70 %
snenaumoM ST ompenensercss CIUSHHE TEHOB, acco-
[UUPOBAHHOE C TPAHCIOKAIMEH «IIMHKOBBIX HAaJIbIIEB)
(ZFTA, panee C110rf95), yame Bcero RELA-ZFTA,
ux o6o3HayaroT kak ST-RELA wiu, B mociienee Bpems,
ST-ZFTA [37, 39]. DTOT moxTUN BCTpedaeTcs y AeTei
U B3POCIIBIX, HO PEIKO Y MJIaJICHIIEB M YacTO JIOKAIHU3Y-
eTcs B JIOOHBIX WJIM TEMEHHBIX JOJSIX, IPH ITOM YacTo
HaOJIFOJat0TCsT BHYTPUOITYXOJIEBbIE KPOBOU3IIUSHHUS, KU-
CTBI UM HEKPO3bI [40].

@axmopwr npozroza. Kak U B OTHOLIEHUH MeEIyln-
700/1aCTOMBI, HEKOTOpBIE KJIMHWYECKHE M TUCTOJIOTHU-
YECKHE MapKephl MPOTHO3a SMEHANMOMBI, TaKHE Kak
JIOKaJIN3alys, BO3PAcT IAIMEHTa, CTETEHb aHaIUIa3uu
OITyXOJIM B TOCIECTHHUE TOAbI OBLIM MPU3HAHBI yCTapeB-
MIAMH W3-32 WACHTH(UKALUH MOJIEKYIAPHBIX TOATPYII.
Hawubonee nocenoBaTenbHBIM KIMHHYECKHIM MapKepoM
SIBJISIETCSI CTENICHb XUPYPTHUECKOW PE3eKIHH, TP 3TOM
B HEKOTOPBIX HCCIIEJOBAaHMAX coodmaercs o 60-Tu mpo-
LIEHTHOH pa3HUIIE 110 YPOBHSIM BEDKMBAEMOCTH TIPH T10JI-
HOW M HemonHoH pesexnuu omyxonu [30, 41, 42]. Ilo-
JIO)KUTEJIBHBINA MTPOTHOCTHYECKUH (P EKT MOIHOTO HC-
CCUYCHUS OITyXOJIM OTMEUAETCs! IPH BCEX MOJICKYISIPHBIX
Bapuanrax [37].

WudunprparuBHas npupona, JOKaau3auus U mpel-
PacToIoXKEHHOCTh K METaCTa3UPOBAHUIO MPEATIONATALOT,
4To 3neHaUMOMbl PF-A nomkHbl MMeTh OoJee Mmiioxoit
IIPOTHO3 0 cpaBHEHUIo ¢ aHanoramu PF-B. Ot0 mpexmno-
JIO)KEHUE TOATBEP>KACHO PETPOCHEKTUBHBIM aHAJIM30M
820 marreHToB ¢ sneHauMomMoi PF B ueThipex He3aBHCH-
MBIX Koroprtax [43]. Beuia ycTaHOBIIeHa OTpHIATEIbHAS
CBAI3b C yBeNM4EeHUEM Ha 1q B ciyudasx PF-A, ¢ ypoBHeM
BbDKHBaeMocTH 30 %, HeCMOTPs Ha PE3EKUHUIO OITyXOJIH
U TIPOBEJICHUE JTydeBOr Tepanuu [42].

OOMmenpuHATEIM CTaHAAPTOM JUIS STIEHAUMOMBI SIB-
JsIeTCsl MaKCUMalIbHO Oe30macHas XuUpyprudueckas pe-
3€KLUS C NOCIIEAYIOIEN albIOBAaHTHOM JIy4eBOU Tepanu-
eit B mo3ze 54-59,4 I'p. DT maHHBIE OCHOBAHBI HA PE3YJIb-
Tarax OJHOLEHTPOBOIO UCCIENOBaHUA ¢ yyacTuem 107
JeTeil, TeMOHCTPUPYIOLIEM 7-JIETHIOI BBDKHBAEMOCTD
6e3 nporpeccrupoBanust 77 % u 0OLIYI0 BEDKUBAEMOCTD
Ha ypoBHe 85 % [42].

Uccnenosanme  Children’s  Oncology  Group
ACNSO0121 mnoarBepanino 3¢h¢HeKTHUBHOCTh arpeccus-
HOTO XUPYPTrHUECKOro MOAX0/a C MOCIeAyoel HeMe -
JIEHHOW TMOCJICONEepallMOHHON JIy4eBOW Tepamueil naxe
y JleTell B Bo3pacTe A0 3 JIeT 10 CPAaBHEHUIO C UCTOpUYe-
CKUM KOHTpojeM [43].

O0miasi oueHKa TPAAUIMOHHBIX (AKTOPOB pHCKA.

Bo3pacT Ha MOMEHT MOCTaHOBKM JTMarHo3a OCTaeT-
sl BAXKHBIM MPOTHOCTHYECKUM (hakTopom [44—46]. Puck
CMEPTHOCTH CHH)KAETCSl 10 Mepe YBEIWYEeHHs BO3pac-
Ta Ha MOMEHT IIOCTaHOBKHM Auarfosa. Ilo cpaBHeHHIO
C JIeTbMHU TPYIHOTO BO3pacTa PUCK JETAJIHHOTO HCXOJa
camwked Ha 40 % u 53 % y manueHToB, KOTOPBIM OBLT
MOCTaBJICH AUaraHo3 B Bo3pacte 1-9 ner u 10-19 nert co-
OTBETCTBEHHO. B 11e110M CBSI3aHHBIE ¢ BO3PAaCTOM OHOIIO-
TUYECKHEe BapHaHTHI, BKIIOUAs Pa3IMUUsA 110 THCTOIOTH-
YECKUM XapaKTePUCTHKAM, CTCTICHH aHAIUIa3UuH U JIOKa-
JU3AIMH OIYXOJIH, 3aBUCSINEe OT BO3pacTa MpUMEHEHHE
METOJIOB JICUCHUS M OTBETA Ha JICYCHUE, MOTYT paccMa-
TPHUBATHCSI B Ka4eCTBE OCHOBHBIX ()aKTOPOB IPOTHO3a
BBDKHMBAEMOCTH MOJIOJIBIX MMaliueHToB [47, 48].

Jlokanuzayus. Tlocie ydeta W3BECTHBIX MPOTHOCTH-
YeCKUX (PaKTOPOB MOXKET OBITH TAKXKE YCTAHOBJICH OIpe-
JICIICHHBIN MepapXUYeCKUN IMOPSIOK MOBBIIICHHUS PHUCKA
CMEPTHOCTH B 3aBHCUMOCTH OT MIEPBUYHOH JIOKATA3AIIUH
OITyXOJIM: MO3)KEUOK, MOCT, OOJIBIIINE MOy IIapHsI TOJIOB-
HOT'0 MO3ra, CTBOJI Mo3ra. JlJ1s1 MOCTa 1 CTBOJIa MO3ra ObLI
YCTaHOBJICH COOTBETCTBEHHO 0oJiee HU3KHUH M OoJiee BbI-
COKHH PUCK CMEPTHOCTHU 110 CPABHEHUIO C JPYyTUMH JIO-
kanuzarusmu [49]. [TogoOHBII TPOrHO3, M0-BUANMOMY,
OTpakaeT KJIMHUYECKHE PEaIM, MOCKOJBKY YAaJleHHe
OITyXOJIM MOXKET TOBPEAUTH )KU3HEHHO-BaXKHBIE CTPYK-
TypHI pa3BHBarolierocs mosra [9].

Kpome Toro, moxanu3amnus Omyxoiud UMeeT OOoIbIIoe
MIPOTHOCTUYECKOE 3HAYCHHE B ACIEKTE ee aHaTOMHYe-
CKOH JTOCTYIIHOCTH IPH ONEpPaTHBHOM JIeueHHH U ole-
CIEYCHHS PaJUKaIBbHOCTH pe3eKuuu. B cBoro ouepenp
panuKaIbHOCTh PE3CKIMH HOBOOOPAa30BaHHUS MOXKET
OTIPEeNIeNATECS. JOCTOBEPHOH HIACHTHU(HUKAINEH TpaHUIl
OIyXOJH, YTO OCOOCHHO BaKHO MPH MaHHITYJISIIIHIX
BOMM3M (DYHKIIMOHATIBFHO 3HAYMMBIX 30H Mo3ra [44, 45].
Tak, Toxamu3amysi B CTBOJIE TOJMIOBHOTO MO3Ta OIpere-
JsieTcs KaK HeOIarompusTHBIN (akTop, A 3TUX BapH-
AHTOB OIYXOJHM XapaKTepHa HaWXyAIlas BEDKUBACMOCTD
00nbHBIX [9].

Tucmonozauueckuti mun. 1751 TUCTONOTMYECKUX TOA-
TUTIOB OITyXOJICH TakKe XapaKTepHBI Pa3IHIHBIC MO-
KazaTeldl BBDKHBAEMOCTH, B 3aBUCHMOCTH OT CTCIICHH
anartasuu (grade) [49, 50]. Hecmorps Ha TO, 9TO 3MOpH-
OHAJIBHBIC OITYyXOJH SIBJISIFOTCS HanOoJee HeOarompHsT-
HOHM moxarpynroi mno BepKuBaeMoctu (grade 4), memyn-
JI001aCTOMBI IEMOHCTPUPYIOT JJOBOJILHO XOPOLIHMI OTBET
Ha COBPEMEHHBIE TEPANIeBTUUECKUE CXEMBI U XapaKTepu-
3yI0TCS YMEPEHHBIM PUCKOM CMEPTHOCTH Hapsay ¢ TIIHO-
MaMU HU3KOH CTeNeHH 3J10KayecTBeHHOCTH [50].

B mporHose TeueHus omyxoseil TOJOBHOTO MO3Tra
y IeTel cienyeT KOMIJIEKCHO YYUTBIBAaTh THCTOJIOTHYE-
CKHUH THII U CTETIeHb aHAIUIA3UHU OIYXOJIH 110 B3aHMOCBS-
3M C JIOKQJIN3AIKeil OMyXOJU WX IPyTUMHU (PaKTOpaMHu.
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Bo3moxHOCTH pa3pabOTKH METOAOB M IIKaJl IPO-
THO3a PEUUIUBOB IepeOpabHBIX OIMyX0Jei OOJBHBIX
JIeTCKoro Bo3pacra. ClemayeT OTMETHTb, YTO COOOIICHHUS
0 METo[aX MPOTHO3a PEIMINBOB IIepeOpaTbHBIX OITyXO0-
Je eqMHUYHEI, a B OTHOLICHUH MPUMEHEHHS y Teaua-
TPUUECKUX NAIMEHTOB TaKUX PabOT B AOCTYITHOH HaM
JTUTEparype He 0Kazajoch.

PazpaboTka mkansl OeHKH perUIUBUPYOMIECH TITHO-
Omactombr NIH siBHIIach epBOM HOMBITKOH PEIIUTH 3Ty
mpobieMy M ToKaszaja ceOs IEHHBIM W OOBEKTHBHBIM
crangaptoM [51, 52]. [ToBTOpHOE XUPYpPrUUYECKOE BMeE-
IIATENECTBO SBISACTCS OTHOCHUTEIBHO PEIKAM BapHaH-
TOM JICYCHHS PELUANBUPYIONICH ITHO0IACTOMBI, TOTOMY
4TO 3a00JIeBaHNE YacTO BBIXOJWT 32 Ipelesibl MeCTHOM
TEpaIuy, KOorJa OHO JNarHOCTHPOBaHO. TeM He MeHee,
€CTh IpyIlla MalyueHTOB ¢ PeUUANBUPYIOIIEH mirobma-
CTOMO#, KOTOPbIM PEKOMEH/IOBaHa MAaKCHMaJbHasl XH-
pyprudeckas pesexuus [51-53]. EauncTBeHHON mnpo-
OneMoii sBNSETCS OTCYTCTBHE HAJICXKHBIX PYKOBOZCTB,
OTIPEACISIONINX OIAarONpPUSTHRIX KaHAWAATOB HA XUPYP-
IrHYEeCKOe BMELIATEIbCTBO CPE/IU MALMEHTOB C PEeLUIU-
BUpYIOLIEH MIHO0IaCTOMOM.

IIpuMeHeHne ImIKaiabl perpapBa DuoomactoMsl NIH
MOXET TIOMOYb KIMHUIKCTaM pa3paboTaTh COOTBETCTBY-
0L TJIaH JICYCHHS, KOT/Ia OMyXOJb PELUIUBUPYET WITH
MIPOTPECCUPYET, U 3TA IIIKaJla MOXKET OBITh MOJIe3Ha UCCIIe-
JIOBATeNsIM, pa3padaThIBAIOIIIM IPOTOKOJIBI KITMHUIECKIX
uccienoBannid. OmHAaKO, KaK YKa3bIBalOT HEKOTOPhIE aBTO-
PBI, IIKaJIa IMEET OTIpeAeIeHHbIE OTrpaHmIeHus [54, 55].

Park C.K. et al. (2013) npeanpuHsIIM MOMBITKY pa3-
pabOTKH IIKANBI TPOTHO32 BBEDKHBAEMOCTH ITAIlIEHTOB
C PpeUUAMBUPYIOMIEH TIHOOIACTOMBI, KOTOPBHIM paHee
OBLTO TIPOBEACHO XUPYPrUdecKoe jeueHne. Kimandeckue
JTAaHHBIC 55 MAIMEHTOB C 3TOH OITyXOJbIO OBUTH OICHEHBI
MoCJIe XUPYPTrHUSCKOTO JICUCHUs. AHAIN3 BBEDKHBAEMO-
ctu Karrana-Metfiepa U perpecCHOHHOE MOICITHPOBAHUC
MPOTIOPIIMOHAIBHEIX pUCKOB Kokca mcnonb30Bamnch s
OIIpeNieNIeHUs] TIPOTHOCTUYECKHUX TIePEeMEHHBIX Ul pas-
paboOTKK POrHOCTHYECKOW miKasl. [Tocie MHOromepHo-
TO aHaM3a JUIsl BKIIIOYEHHUSI B HOBYIO TPOTHOCTHYECKYIO
KAy OBUTH BBIOpaHBI TIOKA3aTeNd OOIMIETO COCTOSHUS
(p= 0,078) u BoBneuenus sneaumsbl (p= 0,025). Pazpa-
OoraHHas 1IKajia ObuIa IPOBEpEHa Ha OTIENBHOU TpyIe
13 96 nanueHToB U3 3 pa3HbIX HHCTUTYTOB [51].

TpexypoBHeBas 1kana (quana3oH orneHok 0-2 Oan-
J71a), COCTOsIIAs U3 aJUINTHBHBIX 0aIOB (DYHKIMOHAIIb-
Horo ctaryca Kapuosckoro (KPS) (0 ans KPS > 70 u 1
st KPS 70) u BoBneuenus sneHauMbl (0 — OTCyTCTBHE
ycuieHust U | — yCuIIeHHe CTeHKH JKeIyJo4Ka Ha Mar-
HUTHO-PE30HAHCHON ToMorpaduu) IOCTOBEPHO BBIjE-
nsun Tpynsl ¢ xopomuM (0 6armioB; MeanaHa BEDKHBA-
emoctu 18,0 mec), mpomexytounsM (1 Oamr; mexanaHa
BepKuBaemocTH 10,0 Mec) U TmoxuM mporao3om (2 6ai-
Ja; MeauaHa BebkuBaeMocTd 4,0 mec). Mecsbl). HoBast
IKasa ObLTa YCIIeTHO MTPUMEHEeHa K BATHIAIIMOHHON KO-
TOpTE MAIMEeHTOB C OTIIMYHBIM MIPOTHO30M CPEIH TPYIIT
(mennana BepkuBaemoctd 11,0, 9,0 m 4,0 mecsana as
rpymr ¢ 0, 1 i 2 6amiaMu coOTBeTCTBEHHO). [1o MHEHUTIO
aBTOPOB, YUUTHIBAsI PE3yIBTATHI aHATN3a BEDKUBACMOCTH

JUISL Pa3NIMYHBIX MPOTHOCTHYECKHUX TPYIII, HPEIIIOKEH-
Hasl IKajla MOXKET OBITh NCITONIb30BaHa AJIs BEIOOpaA Tak-
TUKH JieueHus peurauBupytomeit I'b [51].

B paborax Kuma A.B. (2020) npexacrapieHa Ika-
Jla TIPOTHO3UPOBAHMS PELUINBA HEHPOIHUTEIHAIBHBIX
oryxoJyieil y OOJBHBIX JETCKOTO BO3pacTa, KOTOpas Mo-
JKeT OBITh MCIOJIb30BaHA B KIIMHUYECKOW MPAKTUKE IS
OLIEHKH TPOTHO3a M Pa3pabOTKH TEepPCOHU(UINPOBAH-
HOW TaKTHKH IOCJIEONepallMOHHOrO JieueHus. B mkane,
OCHOBaHHOI Ha 3KCHEPTHBIX OLEHKAX, CICIAHHBIX K-
HHUIIMCTOM, ObLiIa MPUHATA MaTpPHIa CPABHEHUIL, OMHUCHI-
BAIOIIas IPEAMOYTEHUS OTHOTO MAIHEeHTA [Tepe IPYTHM
WIA UX SKBUBAJICHTHOCTh C TOYKH 3PEHHUS 3aJIaHHOTO
ucxoma. Marpuma Oblla TIONMydeHa W3 TOMApHBIX CpaB-
HEHWH TOYTH CIy4aiHO oToOpaHHOW Tpymmsl m3 108
MAIMEHTOB 0 MPHUHITUITY «KaXIBIA ¢ KaXXI6IM». Bropas
[IKaJia ObIlla OCHOBAaHA Ha OaJNIBHON OIIEHKE ITOKa3are-
JIeH, TIpH STOM 32 OCHOBY OBLITa B3sTa cXxeMa TPEXOauIb-
HOW OLIEHKW KaXKIOTO TOKA3aTeNs MO CTEIICH! BIUSHIS
Ha peIUAnB: | — peIIuB MallOBEpPOSTECH, 2 — BIUS-
HHUE TI0Ka3aTellsl HeHTpaabHOe, 3 — PEeluINB BEPOSTEH.
Haub6omnee napopMaTnBHON OKa3anach IIKaixa, OCHOBAaH-
Hasl Ha TPUMEHEHNH METO/A JIOTUCTHYECKOH perpeccu,
KOTOpasi TOMHUMO OILIEHKH OaJlIoB, MO3BOJISIET OLCHUTH
W HENOCPEICTBEHHO BEPOSITHOCTH pPELUUINBA Y KOH-
KpeTHoro mnanuenra. [l aHannsza ObUIM H3HAYaJIbHO
UCIoJIb30BaHbl 18 mokasarenei, paspaborana dopmysia
JUIS OTIpeIeNIEH s BEPOsITHOTO porHo3a peunausa HOO
TOJIOBHOTO Mo3ra y netei [45, 53].

Bce Tpu mikansl oka3aauch 40CTaT0MHO HH(POPMATHB-
HBIMH U JJOCTaTOYHO XOPOIIO COIIACYHOLIMMHCS MEXIY
c0o00ii 1O OTHOIIEHHIO K BO3MOXXHOCTH BO3HHKHOBEHUSI
permauBa omyxomnu (p<0,001), kotopas coctapisiet 72 %.
[To MHEHUIO aBTOPA, BHENPEHUE B KIMHUYECKYIO ITPAKTH-
Ky 3TOH IIKaJIBl MpOorHO3upoBanus permausa HOO B co-
YETaHWH C MEPCOHU(PUIMPOBAHHBIM PErNIAMEHTOM KOH-
TPOJIFHOTO ~KIIMHUKO-HEHPOBU3YaIN3aIllMOHHOTO  00cie-
JIOBAHMSI TIO3BOJISIET MOBBICUTH A(PPEKTUBHOCTH MpOQH-
JIAKTUKY ¥ paHHEH JHarHOCTHKH MOBTOpHOTO pocta HOO
TOJIOBHOTO MO3ra y OOJIBHBIX IETCKOTO Bo3pacta [45, 53].

Knaccuguxayus onyxonei [JHC (BO3, 2021). Tlon-
xon K kraccudpukanuu omyxoneit [IHC ¢ mcmons3oBa-
HUEM HECKOIBKHX IapamMeTpoB (THECTOJIOTHYCCKHUE, MO-
JEKYISIPHO-TCHETHIECKHUE XapaKTCPUCTUKHA M KIMHUKO-
Omoornveckoe MoBeIeHNe) TO3BOIIET OoJiee CBOOOIHO
MPUMEHATh TPaJallii0 BHYTPH OIHOTO THUMA OITyXOIH,
MOYEpKHBasi UX OMOJOTMYECKOe CXOJACTBO M HpHONH-
kas rpagauuto omyxosed IIHC k TakoBoii pu oy Xomsix
WHBIX JIOKAIW3alMi, HE OrpaHWYMBasCh THUCTOJOTHYE-
CKOH CTereHbI0 3JI0KaueCTBEHHOCTH. MHTerpamms re-
HETUYECKUX aJIbTEePalii TOBBIIAET YPOBEHb TOYHOCTH
JIMarHOCTUKH, 00eCIIeuBaET ONTUMAaIbHYIO IPOTHOCTH-
YeCKYyI0 U NPEIUKTHBHYIO0 HH(POPMALIUIO, €€ Pe3yIIbTaThl
Ba)XHBI JJIsl BBIOOpA TaKTUKHU JieueHus. JlaHHbIe O pac-
CMOTPEHHBIX B HACTOSILEH CTAaThe OIyXOJIsiX B COOTBET-
CTBHH C COBpeMeHHOH knaccudukarueii omyxoneii [THC
BO3 2021 r. ¢ yka3aHueM KIIIOYEBBIX JUATHOCTHYECKUX
I€HOB, MOJICKYJI, CUTHAJIbHBIX ITyTEH W/UIK X KOMOMHA-
U TpezicTaBieHsl B Tabnume 1 [56].
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Taomuua 1. Onyxosm roJioBHOro Mo3sra y aeteii no kiaaccupuxanuu BO3 onyxoaeii IITHC 2021 roaa, 5-11 Bepcust
Table 1. 2021 WHO CNS Tumors Classification of Pediatric Brain Tumors, Version 5

Tun onyxonu
Type of tumor

[MoBpexxneHHbIE reHbl/
MOJIEKYJISIPHBIC MUIIEHH

Jucdy3HbIe BRICOKO 37I0Ka4eCTBEHHBIE
TJIMOMBI JIETCKOTO THIA
Paediatric-type diffuse high grade gliomas

MYB- umu MYBL1
BRAF, FGFR cemeitnbrii
IDH-uxwmit Tam, H3-
nukuit i, PDGFRA,
MYCN, EGFR (meTtuiiom)

MYB- or MYBL1

BRAF, FGFR family
IDH-wild type, H3-

wild type, PDGFRA,
MYCN, EGFR (methylome)

OneHaUMalbHbIC OITYXOJIH
Ependymal tumors

ZFTA, RELA, YAP1, MAML2
H3K27me3, EZHIP
(MeTHIIOM)

NF2, MYCN

ZFTA, RELA, YAP1, MAML2
H3K27me3, EZHIP
(methylome)

NF2, MYCN

DOMOpHOHAIBHBIE OITYXOJIH.
MenymnoGnacroma
Embryonic tumors. Medulloblastoma

CTNNB 1, APC

TP53, PTCHI1, SUFU, SMO, MYCN, GLI1, GLI2

MYC, MYCN, PRDM6, KDM6A (MeTuiiom)

SMARCB 1, SMARCA4

C19MC ammudukanus win sxcrnpeccuss LIN28ADICER 1

CTNNB 1, APC

TP53, PTCHI, SUFU, SMO, MYCN, GLI1, GLI2
MYC, MYCN, PRDM6, KDM6A (methylome)
SMARCB 1, SMARCA4

C 19MC amplification or expression of LIN28A DICER 1

3akJ/roueHue.

AHanW3 JaHHBIX JIUTEPATyPHI TIOKA3aJ, YTO B TOCTC -
HUE TOBI IPOUCXOIST KOPSHHBIC H3MECHCHHS, 03HAMCHO-
BaBIIME CABWUT MApaJWTMBI TPEACTABICHUA O MOJEKY-
JISIPHOM TATOTEHE3¢ OCHOBHBIX TPYII 3J0KAYECTBCHHBIX
OITyXOJICH TOJIOBHOTO MO3Ta. ITO B CBOIO OUEPEIb MTOCITY-
JKUIJIO OCHOBOM JUIS Pa3pabOTKH KaK CUCTEM CTpaTudu-
Kal[Ul PUCKOB, TaK M MOUCKY (PAKTOPOB MPOTHO3a U HO-
BbIX MeTojI0B JeueHust OI'M y neteit.

B To BpeMs kak JAOCTIOKEHHS B OOJIACTH aJbIOBAHT-
HOH TC¢panr, HECCOMHCHHO, YJIYy4YIIWJIN BBIKMBACMOCTDH
HeTeﬁ CO 3JIOKQYCCTBCHHBIMU OIIYXOJAMU TOJIOBHO-
ro MO3ra, MapagurMa «oaHa TEpamus MOIAXOAUT BCEMY
HE MOXXET OTPa3suTh M aIalTHPOBATHCS K pa3HooOpas-
HOMY MOJIEKYJSIPHOMY JaHAMA(TY, XapaKTePUCTHKH
KOTOPOTO B MOCJIEJHUE TOMbI MOCTOSHHO YIIIyOJISIFOTCSI.
B gactHOCTH, IEpCHIEKTHBHBIM Ha HAll B3IV, MOXET
OBITH M3yUeHHE MeTaboI0Ma onmyxonu. besycioBHo, nH-
Terpanusi KIMHHYECKUX W OMOJOTHYECKUX MaHHBIX IS
obecrniedeHnss CTpaTU(UKAIMN TIOIXOJ0B K JICUCHHIO
JNETCKUX IepeOpalbHBIX OIyXOJeH, amanTHPOBAHHBIX
K YPOBHSAM PHCKY, TIOTCHIIHAIIEHO MOXET M3MEHUTH WH-
TEHCUBHOCTh TPAIWINOHHOW TEparmué W CHENaTh BO3-
MOXXHBIM BHEJPCHUE B KIMHUYECKYIO MPAKTUKY HOBBIX
METOJIOB JICUCHHS ITOH TPYIITEI HOBOOOPa30BaHUH.
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