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Onyxoau 20108H020 M032a A6AAMCA HAUOOAEe YACMO 6CIMPEYAIOUUMUCS CONUOHBIMU ONYXONSIMU Y Oemell U C8A3aHbL C 8bICOKOL cMepm -
Hocmuro. [lo dannbim Beemuproii opeanuzayuu 30pasooxpanernus (BO3), naubonee pacnpocmpanerHbie 0emcKue onyxoau 20108H020
M032a nOOPA30eNSMCS HA 2AUOMbL HUSKOU U 8bICOKOU CIMeneHU 310Ka4ecmeeHHOCmU, SNeHOUMOMbL U IMOPUOHAAbHble onyxoau. [o-
cmudIceHus 8 00AaCMU MOAEKYASPHOU 2eHemUKU 00YCA08UAU Nepex00 Om 2UCMOA0UHeCKOi OUASHOCMUKY K KOMNACKCHOU uacHocmu-
Ke ¢ uccaedoganuem MoneKyasipHO-eeHemu1ecKoeo cmamyca onyxoau. Bnepeguie smu Hogvle Kpumepuu Obiiu 8KAOHEHbL 8 Kaaccugu-
kayuro BO3, ony6aurosannyio ¢ 2016 e., u donoanumenvho obHoerenvt 6 uzdanuu 2021 e. Komnaexcnas duaenocmuka ocHosana
Ha MOACKYNSAPHO-2eHeMUYECKOM CX00CH8e NOOKAACCO8 ONYX0Aell U MOXCem AyHule 006SCHUMb PA3AUMUS 8 KAUHUYECKOM medeHUuU u-
CMon02UYeCcKU UOEHMUYHBIX 00pa308aHUl. SHAUUMble QOCMUNICEHUS eCilb 8 0emCKOIl HelipooHKoaouu. Pacmyujee noHumanue mone-
KYASPHO-2eHemu4eck020 (hoHa onyxoneobpazoeanus no8biCUA0 MoHHOCMb duazHocmuku. Iloemopras cmpamugukayus npomokon08
AeueHus: U pazpabomka mapeemHoil mepanuu 00ANCHbL 0KA3amMb CYUeCMEeHHoe 8AUsHUe HA 000 BbIJICUBAEMOCMb U KAeCME0
acusHu. Ilpu onpedenenHvix nodepynnax onyxoneii y oemeii 3mu 00CMUNICCHUS 3HAYUMEALHO YAVHUUAU Mepaneemuyeckull sghgexm
U npoeHo3 01 nayuenmos. Hekomopuvle mepanesmuueckue no0xXo0bl MaKice UmMerom cepbestble 00120CPOUHbIe HOCAOCMBUS, HOIMOMY
ONMUMUZUPOBAHHBIE MEMOObL 1eUeHUsl KpaiiHe Heo0X00UuMb.
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Diagnosis and treatment of pediatric brain tumors
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Brain tumors are the most common solid tumors in children and are associated with high mortality. The most common childhood brain tumors
are grouped as low-grade gliomas, high grade gliomas, ependymomas, and embryonal tumors, according to the World Health Organization
(WHO). Advances in molecular genetics have led to a shift from pure histopathological diagnosis to integrated diagnosis. For the first time,
these new criteria were included in the WHO classification published in 2016 and has been further updated in the 2021 edition. Integrated
diagnosis is based on molecular genomic similarities of the tumor subclasses, and it can better explain the differences in clinical courses
of previously histopathologically identical entities. Important advances have also been made in pediatric neuro-oncology. A growing
understanding of the molecular-genetic background of tumorigenesis has improved the diagnostic accuracy. Re-stratification of treatment
protocols and the development of targeted therapies will significantly affect overall survival and quality of life. For some pediatric tumors,
these advances have significantly improved therapeutic management and prognosis in certain tumor subgroups. Some therapeutic approaches
also have serious long-term consequences. Therefore, optimized treatments are greatly needed.
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BeepgeHue

OI1yXx0JI1 TOJIOBHOT'O MO3Ta SIBJISTIOTCS] HanboJiee pac-
MPOCTPAaHEHHBIMU COJIMIAHBIMU OITyXOJISIMU Y ICTE U CBSI-
3aHbI ¢ BEICOKOI cMepTHOCTHIO [1]. CornacHo kiaccudu-
Kauuu BecemupHoii opranuszauuu 3apaBooxpaHeHust (BO3)
HanboJIee YaCTO BCTPEYAIOIIECs IETCKUE OITyXOJIM TOJI0B-
HOTO MO3ra IoIpa3ie/iaioT Ha TJIMOMbI HU3KOM CTEIeH!
3nokadyecTBeHHOCTH (low-grade gliomas, LGG), rmuombl
BBICOKOI1 cTereHu 3okayecTBeHHoCcTH (high grade gliomas,
HGG), sneHauMoMbl 1 SMOpUOHAJIbHBIE OIMyX0Ju [2].
BosneiicTBue paguanyy — eAMHCTBEHHBIN (haKTOp OKPY-
JKaloIel Cpebl, KOTOPBI, KaK ObLIO TT0Ka3aHo, CBA3aH
C TIOBBIIIICHHBIM PUCKOM Pa3BUTHSI OMYXOJieii TOJIOBHOTO
mo3ra [1].

PaznmyHbIe perucTphl OITyXoJieit ToJIOBHOTO Mo3ra (Ta-
Krie Kak HarmoHanbHass mporpamMma perucTpoB paka
(NPCR) u Peectp Hanzopa, SuaeMUOJIOIMU U KOHEYHbIX
pesyasraToB (SEER)) npenocraBisiioT JaHHBIE O TTOMYJIsI-
LMY MTALIMEHTOB C OITyXOJISIMU IIEHTPaJIbHOI HEPBHOM CH-
crembl (IIHC). DU jaHHBIE MOXXHO MCIIOJIb30BaTh IS
aHaJIM3a OITyXOJIel TOJIOBHOTO MO3ra Ha OCHOBE THCTOJIO-
WU, JJOKaJIM3alK, BO3pacTa MalMeHTOB, BbBDKUBAEMOCTH,
KJIIMHAYECKUX MPU3HAKOB U IPYIUX XapaKTepUCTHK [3].
CornacHo 00beIMHEHHOMY aHaJIM3y JaHHBIX, ¢ 2008 mo
2017 r. moka3zaTenu 3a00J1eBaeMOCTH 3710KaUYeCTBEHHBIMU
OITyXOJISIMU TOJIOBHOTO MO3ra 1 ApyruMu omyxoisimu LIHC
y IeTeil ¥ MOAPOCTKOB yBenumBainuch o 0,5—0,7 % B rog,
TOrJa KakK BO BCEX APYTMX BO3PACTHBIX TPYIIIIaX OHU CHU-
Kanuchk [3]. 31oKkayecTBEHHBIE OITYXOJIM TOJIOBHOIO MO3ra
yaiie HabJogaTes B Bo3pacTe oT 1 1o 4 aet. Omyxonu
TOJIOBHOT'O MO3Ta HM3KOM CTETIEHM 3JI0KaYeCTBEHHOCTH
pacnpocTpaHeHbl Y MallMeHTOB MJIaJIeHYeCKOro BO3pacTa,
OTMEYaeTCs POCT 3a00JIeBAEMOCTH JI0 IOAPOCTKOBOI'O BO3-
pacTta. [ISTUIEeTHSI OTHOCUTEIbHAS BEDKMBACMOCTD TIPU
3JI0KaY€CTBEHHBIX OITYXOJISIX TOJIOBHOTO MO3Ta COCTABJISIET
B cpenHeM 77 % y nereit mnamiie 14 ner u 81 % — y neteit
B Bo3pacte 15—19 yet. I19TUIETHSISI OTHOCUTEIbHAS BbI-
JKMBAa€MOCTb IAlIMEHTOB C OITyXOJISIMM TOJIOBHOI'O MO3Ta
cocrapysieT moutu 100 % (98 1 99 %) B 06emx BO3pacTHBIX
rpynnax [4].

Biarogapst 1OCTVKEHUSIM B 00JIACTU MOJIEKYJIIPHOM
TeHEeTUKH TIPOU30IIeST MepeXo OT TPATUIIMOHHOMN TUCTO-
JIOTMYECKOM IMArHOCTUKM K MHTETPUPOBAHHOM TNAarHOCTH-
Ke, KOTOpasl BIepBbie ObljIa BKIIOYEHA B KJIACCUDUKALIMIO
BO3, onybnukosanHyio B 2016 . [5], ¥ TOMOJIHATEILHO
obHoBieHa B m3gannu 2021 1. [6, 7]. UHTErpupoBaHHas
JIMaTHOCTHKA OCHOBaHA Ha MOJIEKY/ISIPHO-TEHOMHOM CXO/I-
CTBE MOJKJIACCOB OITyXOJIel, YTO MOXKET JIy4llle 0ObSICHUTD
pa3IMyHOe KJIMHUYECKOE TeUeHUe 3a00JIeBaHMsI TIPU paHee
CUYMTABIIUXCSI TUCTOJIOTMYECKU MICHTUYHBIMU 00pa3oBa-
HMSIX. DTa HOBas KilacCU(UKALIMS B UIIeajIe MOXET BBISIBUTh
HOBBIC TepalleBTUYCCKHE MUIICHU ISl MHAVMBUAYAIbHOI
Tepanuu omyxosneit [8]. 3a mocaenHue 2 AeCATUICTUS T10-
Ka3aTeJId BBDKMBAEMOCTH 3HAYMTENILHO YIYUIIIINCH, TJ1aB-
HBIM 00pa3oM OJiaromapsi YCOBEpPIIEHCTBOBAHUSIM B 00-
JJacTM HEWpOBU3yalM3aluu, HEUPOXUPYPTUYECKUX
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METOoJ0B, JiyueBoit Tepanuu (JIT), mpoTuBOOMyXoaeBOM
JIeKapCTBEeHHOM Tepanuu. B HacTosiee BpeMsi OTHOCH-
TeJIbHasI BEPOSTHOCTh S-JIETHEW BBIKMBAEMOCTH ACTei
CO BCEMH 3JI0OKAYeCTBEHHBIMU HOBOOOPa30BaHUSIMU TO-
JIOBHOI'O MO3ra npesbimaeT 65 % [9].

KnuHuyeckas OLleHKa

Pabora cnenuanu3aupoBaHHON MHOTIONPOPUIbHOMN
KOMaH/IbI SIBJISIETCST 00sI3aTeIbHOM TS peaiu3aliii BCeX Co-
BpeMEeHHBIX MeToa0B JiedeHus omyxoseit LIHC y neteit [1].
CuUMINTOMBI M PU3HAKU, CBSI3AaHHBIE C OITyXOJISIMU T'OJIOB-
HOTro Mo3ra y AeTeid, MOTryT ObITh HecIelIM(MUYHBIMU, YTO
3aTPyIHSIET CBOEBPEMEHHYIO JUArHOCTUKY. Y MJaJeHIIEB
U1 MaJICHbKUX JeTeil He TOJIbKO caMa OMyXO0Jib, HO U CBSI-
3aHHas ¢ Hell ruapoledalns MOXeT 3HAUUTEJbHO YXYI-
LIUTh HEBPOJOTMYECKOE Pa3BUTHE U UMETh Cephe3HbIC
JOJITOCPOYHBIE TTocieacTBYs. HeBposornyeckyue CUMINTO-
MBI TIPU OITYXOJISIX TOJIOBHOTO MO3ra Yy IeTeif MOT'YT OTJIM -
YyaTbCsl OT TAKOBBIX Y B3POCJIbIX MalleHTOB. PekomMeH1y-
eTcsl TIPOBOIUTh OCMOTpP NEeTel Y JEeTCKOTo HeBpoJiora
W/WIM HERPpOXUpPYypra ¢ OOJBIIUM OIBITOM PabOTHI B AET-
CKOW HeiipooHKoJoruu. KImHu4ecKoi Koppessiuuy MexX-
Iy TATIOM OIYXOJIW U CUMIITOMaMu He cyliecTByeT. Kiu-
HUYECKUEe U PEHTTEHOJIOTHYECKUE TTPOSIBICHUS OITyXOJIU
3HAYMTEIBHO Pa3IMYaloTCs U 3aBUCST OT BO3pacTa peOeH-
Ka U xapakTepa pocTta onyxoiu [10].

V nereli ¢ OIyXxoJisIMy TOJIOBHOT'O MO3Tra MOTYT Ha0JIi0-
JAThCSl OYaroBble CUMITOMBI [1]. DTU CUMIITOMBI 3aBUCST
OT JIOKQJTM3ALIMK OITyXOJI U TIPUJIETAIOIIMX CTPYKTYp. JBU-
ratejbHble U CEHCOPHbIE HapyIIeHWs] BOSHUKAIOT IIPY I10-
paXeHUU LEHTPaIbHOM KOPBl UJIU KOPTUKOCHUHAIBHBIX
TpakToB. JleULIUT peuu SIBJISIETCS pe3yIETaTOM HapylIeHUs
LIEHTPOB PEUU WJIU CBsI3el 3TUX 00nacTeit (JOOHO-TeMEHHO-
BHMCOYHbIE OIYXOJIM IOMMHAHTHOTO MOJTyIIapyisl, HallpuMep
B 30Hax bpoka, BepHuike vy fasciculus arcuatus). Onyxonu
MO3XeUYKa MIPUBOASIT K aTaKCUM U U3MEHEHUSIM B MEJTKOM
MoTopuke. OTHaKO TaKXKe MOTYT HaOJII0IaThCsl CUMITTOMBI
HapyllleHUs] CO3HaHUSI, 1, B 3aBUCUMOCTHU OT CTEIIeHU I10-
paXkeHHUs CTBOJIAa MO3Ta, MOT'YT TakxKe BOSHUKATh HApYILIEHUST
JbIXaHWs 1 KpoBoobpaleHus [11].

OuyaroBbie CUMIITOMBI MOTYT COITPOBOXKIAThCS OOIIIe-
MO3TOBBIMU MPOSIBICHUSIMU U3-3a ITOBBIILIEHHOTO BHYTPH-
yepenHoro aasiaeHust (BY/). [MToseimenHoe BY MoxeT
OBITh BBI3BAHO Macc-3(h(HEeKTOM OIMYyXOJIU UM Tuapoleda-
Jueit. CUMIITOMBI YacTO pa3inyaroTCs B 3aBUCUMOCTHU OT
BO3pacTHBIX Ipymn. HampumMep, mpusHaKy MOBBIIIIEHHOTO
BY/I y MitageH1IeB MOTYT MPOSIBISITHCS B BUAE HATIPSIKEH-
HOro poaHUYKa, (heHOMEHa 3aKkaTa U pBOThl. Kpome Toro,
Hecnelmduueckue CUMITOMBI, TaKKe Kak Makpolieatus,
pa3apaxkuTesbHOCTh, 3aJepXKa pocTa WJIM HapylIeHue
3TaroB Pa3BUTHUS, MOTYT OBITb TPU3HAKAMU ITOBBIILIEHHO-
ro BYJl, BbI3BAHHOIO OIIYXOJIbI0 TOJJOBHOTO MO3ra
WY CBSI3aHHOM ¢ Hel Tuapoliedanueid. Y aeteii ctapiiero
Bo3pacTa Beicokoe BUJl MoXeT mposiBASATLCS TOJOBHOM
00J1b10, TOLITHOTOI M PBOTOM, aHM30KOpHEH, HapyllIeHUEM
3peHUsT U CHUKeHUueM BHUMaHus [1]. Jas moarpyrmnsl
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OITyXOJICH, PacIOJIOXKEHHBIX B CYIIpaceJIIpHOI 00JIacTH,
MPU3HAKU 3HIOKPUHHOM AUCHYHKIIMU TaKKe TOKHBI
BBI3BIBATb MIOJIO3PEHUE.

DNWIeNTUICCKUE IMPUCTYITBI MOTYT OBITh BbI3BaHBI
CYIIPaTeHTOPHUAIBLHOM JIOKaIM3alleli OITyXOJIM TOJIOBHOTO
moara [11] wnau Beicokum BYJI 13-3a conmyTcTBYIO1LIEH T~
nporedanuu. Y MIIaeHIeB 3a1epKKa B pa3BUTUM MOXET
OBITh €AMHCTBEHHBIM IPU3HAKOM OITYXOJIM TOJIOBHOTO MO3-
ra. Kpome toro, ciemyer 00paTUTh BHUMaHWE Ha CeMEMHBII
aHaMHe3 ¥ HaJIMIMe BO3MOXKHOTO TeHeTUIECKOro 3a001e-
BaHus1. CyIIeCTBYeT HECKOJIbKO CUHIPOMOB C TIOBBIIIIEH-
HBIM PUCKOM Pa3BUTHSI OITyXOJIM MO3Ta B ICTCTBE, K HUM
OTHOCSTCS Helipodubpomaros Tuma 1 1 tuna 2, Tyoepos-
HBIN cKJIepo3, cuHapomel JIn-Ppaymenn u TopauHa [1].
[pu nosiBIeHUM y pebeHKa HEBPOJIOTMIECKUX CUMITTOMOB
BCET/Ia CJIeMyeT pacCMaTpUBaTh BO3MOXKHOCTh ocTporo BY/JI
1 HeOOXOMUMOCTh TOCITUTAIN3ALIMY B CIIEIIaTM3UPOBaH-
HYIO KJIMHUKY, TIOCKOJIbKY JTH00ast 3aepkKKa B TUarHOCTUKE
U JICUEHUH TOTEeHLUMAJIbHO OIacHa IS KU3HU.

IlnarHoctuka

[Tocne kinvMHMYeCKOro 06cIeq0BaHUs U MTOAPOOHOTO
cbopa aHaMHe3a MeauaTpoM U/WIu JeTCKUM HEBPOJIOTOM,
HEeHpOXUPYpProM Jr000e MoJ03peHUEe Ha OIMyXOJib TOJIOB-
HOro Mo3ra y pedeHKa clieyeT MOATBEPAUTD C TOMOIIIbIO
HepoBU3yaIu3alMU KaK MOXKHO paHbIile. «30JI0ThIM CTaH-
JapTOM» HEMPOBU3YaJIM3aLIMK TP TUATHOCTHUKE OITyXOJIei
LHHC saBnasercss MarHuTHO-pe30HaHCHasi ToMorpadus
(MPT) [12].

Ponb 6a3oBoit aHaToMuyeckoii MPT-Busyanuzanuu
BKJTIOYAET ONpee/ieHre JJOKaIU3alluM OIyX0oJu, CTeTIeHU
MOpaxkKeHUsI OIyXOJIbI0 CTPYKTYP MO3ra, OLIEHKY o0beMa
OITyXOJIU, TIpefoNnepallMoOHHOe IIJIaHUPOBAaHUE, MOHUTO-
PUHT OTBETa Ha JiedeHHe U 0OHapyXeHue TToceoneparu-
OHHBIX WJIX MOCTTEPANeBTUYECKUX U3MeHeHul. B nomos-
HeHue K 0a30BOil aHATOMMYECKON BHU3yalu3aluu
MepeoBble METOMbI, TaKKe Kak N1 dy3nMOHHO-B3BEIICHHAS
Busyanusauus (DWI), nuddy3noHHo-TeH30pHas BU3ya-
ymzanus (DTI), nepdy3snoHHas BU3yaiusalysi, MarHUTHO-
pe3oHaHcHas criekTpockonust (MRS) u ¢pyHKUMOHaTbHAS
MPT, naroT uHbOpMaLIKUIO O KJIETOYHOCTH, NUbGhY3UOH-
HOCTH, COCYAMCTBIX XapaKTepHUCTUKaX, META0OJIUYECKOM
AKTUBHOCTH OMYXOJY U (PYHKIIMOHATbHBIX aCMIEKTaX.

B Hos16pe 2022 1. KoMuTeT 1Mo AMarHoCTUYEeCKOM BU-
gyanu3aumu Jletckoii oHkosorndeckoii rpymibl (Children’s
Oncology Group, COG), KomuteT o onkojioruu O61ie-
cTBa AeTckoit paguoyoruu (Society of Pediatric Radiology,
SPR) u AMepurkaHcKoe 001IeCTBO JeTCKOI Heiipopaano-
noruu (American Society of Pediatric Neuroradiology,
ASPNR) coBMecTHO omyOnunkoBaiu «beiayio KHUry» mo
BU3yaJIM3allMi OIyXO0Jjeil TojoBHOro Mo3sra [6]. B aTom
JIOKYMEHTe 0000I11IeHbl paHee OMyOJIMKOBAaHHbIE JaHHbIE
JIUTEpaTyphbl, peKOMeHaaluu 1o Busyanuszanuu RAPNO
(Response Assessment in Pediatric Neuro-Oncology)
1 MHEHUSI KCIIEPTOB 110 CTaHAapTU3AIUN BU3YaTU3aLlU1
OITyXOJIEW T'OJIOBHOTO MO3ra y I€TEM.
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PexomMenaanum no BU3yajau3amuu OIMyxoJieii roJOBHOTO
Mo3ra y aeteii. B 11e;1oM peKoMeHIyeMbIe TTOCIIeI0BaTE b~
HOCTU JIJII OLIEHKM OITyXOJIel TOJJOBHOTO MO3ra y JIeTei
BKJIIOYAIOT Mpef- U TocTKoHTpacTHoe 3D T1-B3BelieHHOE
n3oopaxkeHue, T2-B3BelIeHHOE N300paXkeHue, MHBEPCUIO-
BoccTaHOBIeHUE ¢ ocnabiaeHueM xuakoctu (FLAIR),
YYBCTBUTEIBHYIO K KPOBOTEUEHUIO ITOCICI0BATEILHOCTD,
TaKyI0 KaK BU3yaJIM3alysl ¢ B3BEIIEHHON BOCIIPUMMYKBO-
ctbio (SWI), u DWI [13].

ITnatgpopma 3,0 Tecna nmpeanodTuTeIbHA IJISI TTOJY-
YeHMS U300pakeHUi ¢ 60J1ee BBICOKUM OTHOILIEHUEM CUTHAJT/
myM (SNR), yiydieHHbIM MPOCTPaHCTBEHHBIM pa3peliie-
HUEM U 0oJiee KOPOTKUM BpeMEHEM Ha uX ToyydeHue [14].
Hcnonb3oBaHre KOHTPACTHBIX BEILIECTB Ha OCHOBE rao-
JIMHUST PEKOMEHIYETCST BO BCEX CIIydasix MpH NePBUIHOM
JIMaTHOCTMKE OIYXOJU U B OOJBIIMHCTBE CIIydaeB Ipu
nocnenytoiieM HaomoaeHuu. I[locaegoBarenbHocTh T2
SIBJISIETCSI aHATOMUYECKO TTOC/IeI0BaTeIbHOCThIO BU3ya-
JIM3alMH, YYBCTBUTEJIBHON K OOHAPYKEHUIO OITyXOJICH,
OLIEHKE Kpasl OIyXOJI1 U UBMEPEHUSIM Pa3MepOB OIyXOJIeH.
IMocnenoBarenbHOCTh T2 TakKe OTpaXkaeT KJIETOYHOCTh
OITyXOJIM, HaJlMuve KMCTO3HBIX U3MEHEHMI, HeKpo3a
U objacTteit oreka [15].

Pexxum Busyanuzauuu SWI uyBcTBUTEAEH K 3P dheKkTy
MarHUTHOI BOCITIPUMMYUBOCTH, BBI3BAHHOMY ITPOIYKTaAMK
KPOBU WIM MUHepain3aiuei. OH Io3BoJisieT OOHapyKU-
BaTh KPOBOUBJIUSHUS, COCYIUCTHIE CTPYKTYPBI M UICHTH -
(bUIIMpOBaTh KaJbIIMHATHI B OIYXOJISIX, YTO MOXET ITIOMOYb
MPU paclIMpPeHHOM AUATHOCTUKE omyXxojieil. OTIoXeHUs
coJieil KaJIbLIMs U KPOBEHOCHBIE COCYIbl IEMOHCTPUPYIOT
pasnuuHbie (ha30BbIe MATTEPHBI M3-3a UX Pa3IUYHOM Mar-
HUTHOI BOCIIPMUMYUBOCTH, YTO TO3BOJISIET IIPOBOINTH
InddepeHIMaALNIO.

Pexxum DWI oToOpaxkaeT ABMXKEHUE MOJEKYI BOIbI
B TKaHU C ITOMOIIIBIO KapThl KaXyIerocss KoadhuireHTa
muddy3un (ADC). B 1ienoM KJIeTOYHOCTh OITyXOJIM YBEIU-
yuBaeTcs ¢ Ipoiudepalreil OMmyXojaud, YTO IMPUBOIUT
K OrpaHrYeHHOM i dy3rn Moteky:t Bonpsl [ 16]. Korna mvd-
(y3us Boawl orpaHuyeHa, 3HaueHUs ADC cTaHOBSITCS HU3-
KUMU, YTO MOXET yKa3bIBaTh Ha BHICOKO3JI0KAYECTBEHHYIO
OIIyXOJIb, TOTA KaK IMPU OITYXOJISIX HU3KOM CTETIEH! 3/I0Ka-
yecTBeHHOCTH 3Ha4eHust ADC Bbllie. DT0O TakKe [TOMOTaeT
B mudbGepeHIIMaTbHON TUaTHOCTUKE C OITyXOJICTIOT00OHBIMU
TTOPAKEHUSIMH, C SITUIEPMOMIHOMN KUCTOM M abCclieccaMi,
KOTOpBIE UMEIOT OrpaHUYEHHYIO T DY3HIO.

Anbdy3noHHO-TEH30pHAs BU3yaIU3alusl — Iepe1oBast
TexHoJorusl A1t y3noHHOM BU3yaIr3alluu, KOTopas Io-
3BOJISIET MOJIYYMTh MpeAcTaBieHre o A dy3uu B TKaHSIX.
DTI o6benuHsieT nH(OpMAaLHIo O CKOPOCTH 1 HANPaBJIEHUMN
JBVDKCHUST MOJIEKYJT BoAbl. OOBIYHO MCITOIb3YeMbIMU T10-
KazaTeJsAMU SIBIIAIOTCS CpelHsis 1P dy31OHHASA CITOCOOHOCTb
u (dpakuroHHass aHuzoTponus. ONMyxoiu B TOJOBHOM
M CITMHHOM MO3T'€ MOTYT MH(WIBTPYPOBATh, pa3pyliaTh I
CMeLIaTh OKpyXarouye GyHKIIMOHATBHO 3HaYMMBbIE CTPYK-
Typhl. DTI naet BaxkHyto nHGOpMAaLIMIO 1151 TIpeaoIepalu-
OHHOTO ITAHVMPOBAHMS U HEWPOHABUTALIUY.
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DynkimonansHasgs MPT — MeTo, KOTOPBIA KOCBEHHO
U3MepsieT HEMPOHHYIO aKTMBHOCTb, ITO3BOJISIS OLIECHUBATh
M3MEHEHUST B OKCUTEHAIIM KPOBU U KPOBOTOKE B OTBET
Ha HEPOHHYIO aKTUBHOCTD, HA3bIBAEMYIO pa3HULIEH CUT-
HaJa, 3aBUCSIIEl OT ypoBHS Kucaopoaa B Kposu (BOLD).
IIpu pynkuunonansHoit MPT, Koraa o61acTh rOJIOBHOTO
Mo3ra 0oJjiee akTUBHA, OHa ITOTPEOJIsIeT OOJIbIIIEe KMCIOPO-
Jla, 9YTO MPUBOIUT K YBEIMYECHHUIO KPOBOTOKA U yBEJIMYE-
Huto curHaja BOLD B aToii o6acty. DTo MO3BOJISIET HE-
WHBA3MBHO MPOBOIUTH ITPOCTPAHCTBEHHOE KapTUPOBaHME
BOBJICYEHHOI KOPBI BO BPeMsI BBITTOJIHEHMSI OIIPEACICHHBIX
3a71a4, YTO MOXKET OBITh IMOJIE3HO TS NOCTYKEHMS 3 heK-
TUBHOU Pe3eKIMM OMYyXOJdW MPU MUHUMU3ALUMU TOCTe-
OIepaIMOHHBIX HEBPOJOTUYECKUX ASHUITUTOB.

AHTHOTEHE3 SIBJISIETCS KJIIOUEBBIM (DAKTOPOM ITPOJIH-
(bepalim ommyxoeBBIX KJIETOK, YTO IIPUBOAUT K 00pa3oBa-
HUIO aHOMAJIBHO OOJIBIINX, U3BUIMCTHIX, BHICOKOITPOHU -
HaeMbix cocyaoB [17]. Ilepdy3ust clyXUT MapKepom
aHTHOTIeHe3a M IIOMOraeT OIpPeAe/]UTh XapaKTePUCTUKU
onyxosn. Hanbosee mmpoko UCoIb3yeTCs METO IMHA -
MHMYECKOI BOCIIPUMMYUBOCTH KOHTPACTHOM Mepdy3un
(DSC), ocHOBaHHBII HA OOHAPYXEHUU MMOTEPU CUTHaIa
Ha T2-B3BellIEHHOU TOCIEAOBATEILHOCTU C MHBEKIIHEH
raloJIMHUEBOIO0 KOHTPACTHOTIO Iperapara. OTo Mo3BOJIsI-
€T OIpEeIeIUTh OTHOCUTEIbHBIM 00beM liepedpaabHOM
kposu (rCBV) u npyrue napametpsl nepdysun. [1oBbI-
LlIeHHbIH noka3aTenb rCBV HabomaeTcsa B OMyXosx
1 YKa3bIBaeT Ha aHTMOTEHE3, a TAKXKE TIOJIOKUTEIbHO KOp-
peUpYyeT CO CTENeHbIO ITMOMBI [17].

MarHuTHO-pe30HaHCHasI CIIEKTPOCKOIUS — HEMHBA-
3MBHBIA METOI ITOJTyYeHST MTH(OPMALIMK O CIIe(PHISCKIX
MeTaboJMTax B roJIoBHOM Mo3re. MRS MOXHO BBITTOHSITh
C ITOMOIIIBIO OTHOBOKCEIBHOI MJIM MHOTOBOKCEJIEHOM TeX-
Huku. B ueaom MRS onyxoneit HHC nemoHcTpupyeT no-
BBILIEHHBIII YPOBEHb XOJIMHA M MOHWXKEHHBIN YPOBEHb
N-aneTunacmnaprara, 4To OTpakaeT MOBbIIIIEHHBIN KJIETOY-
HBIIl METa0OJIM3M U MOTEPI0 HOPMAaJIbHBIX HEMPOHATBHBIX
mapkepoB [18]. I1pu aHanuze nanHbIx MRS ncnonb3yior
COOTHOIIICHUSI, @ He a0COJIIOTHBIE BEICOTBI OTACTbHBIX 1 -
KOB METabOJIUTOB.

Cpoku TocjieonepaliOHHOM BU3yaanu3allui: ONTH -
MaJIbHBIM BPEMEHEM JJIsI MOCeoIepalliOHHOM OLEHKH
OCTaTOYHOI OIYXOJIM CYMTAIOT, KaK ITPaBUIIO, TIEPBbIe 72 9
rocJie xupypruyeckoi npoueaypsl. [TocieonepaimonHas
MPT nomoraet naeHTU(GULIHUPOBATH JIO0YI0 OCTATOUHYIO
OIYXOJIEBYIO TKaHb ¥ OLICHUTD CTETICHb PE3EKIIMH, HO B HE-
KOTOPBIX CJIy4Yasix MOCIeoNepalliOHHbIC U3BMEHEHMSI MOTYT
3aTPYAHUTD Pa3TMYeHUE OCTATOUHOM OMyXOJau U 3TUX U3-
MeHEeHMIA. B TaKMx cUTyalusx ciieyeT poBeCTH IIOBTOPHYIO
MPT 4yepe3 3—4 Hen 1ociie onepauuy, YToObI JaTh BO3-
MOXHOCTb HEKOTOPBIM OCTPBIM MOCICOIEPALIMOHHBIM 13-
MEHEHUSM pa3pelInuThCsI.

KnuHuueckuit nogxop v Tepanus
HJ’IH obecriedeHUsI ONTUMAIbHOM CTpaTeruun JCUYCHUA
I[eTefI C OITYXOJIAMMU T'OJIOBHOI'O MO3ra obs13aTeNIbHa pa6o—
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Ta MHOTONPOMMIBHON KOMaHIbI Bpayeli-CrielIMaJiCTOB
(oHKoOJIOTa, HEMPOXMPYpPra, XMMUOTEparieBTa, paaguoTepa-
neBta). Ecniu nmomo3penune Ha moBbilieHHoe BY/JI mon-
TBEPKAaeTCs MPU BU3yalu3alliu, CIeAYeT pacCMOTPETh
5KCTPEHHOE BMEIIATEIbCTBO M3-3a CBSI3aHHBIX C 3THM OIlac-
HBIX IIJIS1 XKM3HU PUCKOB. JIeueHue BKIII0YaeT KPaTKOBpe-
MEHHYIO TMnepBeHTU LMo [ 19], BBeneHue creporaos [20]
U TUTIEPOCMOJISIPHYIO Teparuio (HarpyuMep, MaHHUTON) [19],
a TakKe 0oJiee MHBa3MBHbBIE MPOLIETYPhI, TAKKE KaK ycTa-
HOBKa Hapy>XKHOTO XeJIyI0YKOBOTO ApeHaxa, yCTaHOBKa
pe3epByapa OMMalisi, 9HIOCKOIMMYECKask BEHTPUKYIOCTO-
MM WUIM PE3EKIIMSI OITyXOJIH.

Poub Heiipoxupyprii. CTerneHb pe3eKIMK OIyXO0JI1 0CTa-
eTcsl HanboJIee BaKHBIM (DAKTOPOM B OTHOILIEHUM OTCYTCTBUSI
PELMIMBOB U OOILIIEH BBIKMBaEMOCTH MalieHToB [21]. Pesek-
LM OITYXOJIM MOXKET 00eCIeUUTh 00JIeTYeHME HEBPOJIOTHYe-
CKUX CUMITTOMOB, CBSI3aHHBIX C OITyXOJIbIO, 1 YJIYUYIIIUTh BbI-
KUBaeMocTh [22]. B ciryyae 3HaUMTENbHBIX OCTATOYHBIX WJIN
PELMIMBHPYIOIINX 3JI0KAYECTBEHHBIX 00pa30BaHUI CIICy-
€T PaCCMOTPETh BO3MOKHOCTb ITOBTOPHOI OIepalliy, eCIu
3TO OCYILECTBMMO U B 3aBUCMMOCTHU OT TUIIa OIyxoJu [23].
HoBble KOHIIETIIMY JIeYEHMSI OITyXOJIei TOJIOBHOTO MO3ra
y IeTeil MOMYePKUBAIOT BasXKHOCTD ITPOBEICHMSI IIOBTOPHBIX
orepauuii mpu peuuause 3aboneBaHus. [IpoBeneHue cre-
PEOTaKCHYECKOM WIIM OTKPHITOM OMOIICHM 00pa3oBaHUs
PEKOMEHIOBAHO B CITyYasiX JIOKAIU3ALY OIyXOJIeii B (hyHK-
LIMOHAJIBHO 3HAYMMBIX 30HAX U IJIYOMHHBIX CTPYKTYypax
mo3ra [24]. HoBble MeToabl MOJIEKY/ISIPHO-TeHETUIECKOM
JIarHOCTUKU MO3BOJIWIM OCYIIECTBUTD NajbHelIee mo-
paznesieHre 1 orpeneieHre MOATUIIOB U3BECTHBIX OITyXO-
JIEBBIX 00pa30BaHMii, BKIIIOUEHHBIX B HOBBIE Kilaccu(uKa-
1w onyxojieit BO3 (ta6:. 1) [25].

Poub sydeBoii Tepamau. JIT sB1sieTCs CieayrOIIMM BaxK-
HBIM MeTOIIOM JieueHus aeteii ¢ ormyxonsimMu LIHC, ocobeH-
HO IIpY 00pa30BaHMSIX BBICOKOM CTEIIEHM 3JI0KAYeCTBEH-
HocTH [26]. Crparerus JIT 3aBUCUT OT THIA W ITOATHIIA
OITyXOJIM, @ UHOTA U OT Bo3pacTta nanueHTa. JIT y MaieHb-
KUX JeTeil OKa3bIBaeT 3HAYMTEIbHOE HETaTUBHOE BISTHUE
Ha HEPOKOTHUTUBHOE pa3BUTHE, a TAKXKE Ha TOPMOHAJIb-
HYIO CHCTEMY, KpOME TOT'O, TIOBBIIIAET BEPOSITHOCTh pa3-
BMTHSI OHKOJIOTMYECKUX 3a00IeBaHUIA IPYTOil SKCTpaKpa-
HUAJIbHOI JIoKau3aluy. HelipoTOKCMYHOCTh, BEI3BaHHASI
JIT, 3aBucHT OT 00111ei 103bI 00TyYeHMsI, pa3Mepa (ppakiu
U BpEMEHU, HEOOXOAMMOTO JUISI BOCCTAHOBJICHMS TKaHEei
MeXay GpakuusaMu. AKTUBHO ACJISIIIUECsS OIyXOJIeBbIe
KJIETKM 00JIalaloT BBICOKOM Paauo4yBCTBUTEIBLHOCTHIO,
ITOCKOJIBKY 3TO CBOICTBO Yy JII000 KJIETKM MPSIMO TIPO-
MOPILMOHAIBLHO €€ MUTOTUYECKOM akTUBHOCTHU. C npyroii
CTOPOHBI, ITOKOSIIIUECS KJIETKU, TAKHE KaK HEHPOHBI, OT-
HOCUTEJIBHO PaIMOPE3UCTEHTHBI, HO B TO e BpeMsI OoJiee
BOCIIPUHUMYMBEI K KyMYJISITUBHOMY BO3ICHCTBUIO JTO3bI
00JIy4eHUsI, YTO B KOHEYHOM UTOTE ITPUBOIMT K ITpOrpec-
CHUpPYIOILIEMY HapyIIEHUIO CIIOCOOHOCTU KJIETOK K CaMO-
BOCCTAaHOBJICHUIO ¥ TIO3MHUM MOCIEACTBUSIM. Takum 00-
pa3oM, TMpPUMEHEHWUE paaualliu B IPOOHBIX 103aX
MOBBIIIAET TEPAIIEBTUYECKOE COOTHOIIIEHNE MEXITy KOH-
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TPOJIEM OITyXOJIM U YMEHBIIICHUEM MOBPEXKICHUS IPYTUX
ki1erok. Kak mpaBuiio, 1036l 00Jy4eHUs] HE MPEBHIIAIOT
2 Ip Ha ppakuuio u 5 ppakimii B HEAETIO, TOCKOJIbKY YBe-
JIM4eHue pa3Mepa ppakuyu 6osee yem Ha 2 I[p rpu Toii xKe
0011l 103¢ MOXET MPUBECTH K OOJIbIIIEMY TTOBPEKIECHUIO
HEMpPOHAJIbHBIX KJIETOK, YeM omyxoJieBbix [27—30].

Poab xumuorepanuu. XvMUOTepaIus sIBISIETCS Kpae-
YTOJIbHBIM KaMHEM HEMPOOHKOJIOTMH, TTOCKOJIbLKY Halle-
JIeHa Ha Aesiuecs omyxoseBble KieTku [27]. CriocoObl
BBEICHUS JICKAPCTBEHHBIX MPEINapaToB BKIOYAIOT ITEPO-
pajibHOE, BHYTPMBEHHOE, MECTHOE (B JIOXKE OITyXOJIN) Y MH-
TpaTeKaJabHOE BBeleHHE (Yepe3 XKeTyI0YKOBBII pe3epByap)
[31]. Ucrionb3ytoTcs pa3IMuHble XMUMHOTEpaneBTUYECKIe
areHThl, TAKME KaK aJKWIATOPbl, COSTUHEHNS TUTaTUHBI WA
arono3us (6i1okaTop Toronzomepassl 1I) u MeToTpekcar
(aHTaroHUcCT (poaMeBOii KUCIOTHI). B MHOTOYMCIEHHBIX
HCCIICIOBAHMAX U3YJall XUMUOTEPAIeBTUIECKIE areHThI
JUTS pa3IMYHBIX OITyXOJICBBIX 00pa30BaHMIA, YTOOHI OIpe/e-
JIUTh UX 3(PGHEKTUBHOCTh B KaUYECTBE CaMOCTOSTEIBHOM
Tepanuu unu B couetaHuu ¢ JIT [32]. PekomeHnamuu mo
XUMHUOTEPAIUU U TUIT XUMUOTEPANIeBTUYECKUX areHTOB
SIBJISTIOTCS TIPEAMETOM IPOTOKOJIOB JICUCHUST OITyXOJIei.
VY neTeil paHHETro BO3pacTa ¢ BHICOKOYYBCTBUTEIbHBIMU
K PaIMOU3ITyIEHUIO OITyXOJISIMU BBICOKOI03HASI XMMUOTepa-
s NpuMeHsieTcsl 10 Bo3pacrta 3—5 set, koraa JIT meHee
TOKCHUYHA JIJIsI pa3BUBarolIerocs Mo3ra [24].

Nmmynorepanusa. IMMyHoTepanus sIBJSIETCST JOTION -

Okonuanue maba. 1
End of table 1

genes, molecular pathways
SMARCBI1, SMARCA4
CI9MC, DICERI
FOXR2
BCOR

Molecular information, key diagnostic

classification

=
S
80
5
=
S
R d
122}
Z
=

DMOpHoHaIbHast MOpdo-
JIOT st
Embryonal morphology

2 o HUTEJIBHBIM TepaleBTUYECKMM HEMPOOHKOJIOTUYECKUM
- E § MHCTPYMEHTOM JJIsl YCWJICHUST COOCTBEHHOTO IIPOTUBOOITY-
E ;l-; a B o = g XOJICBOT'O MMMYHHOTO OTBeTa naieHTa. [lepcrieKTuBHbIE
= o5
Q = a g E E E = METOJIbI BKIIIOYAIOT ITPUMEHEHUE UHTMOMTOPOB UMMYHHBIX
= < Q
Ay B E 2 839 g% KOHTPOJIbHBIX TOYEK (C MOHOKJIOHAJTbHBIMKM aHTUTEIAMM),
ag %5 §§ %5 E% &) Tepanuio CAR-T-kieTkamMu, OHKOJUTUUECKUE BUPYCHI
— = o=
E> & £ ;*% 2% & £ E[ _ 1 BakUMHoTepanuio [33, 34].
e =
5 2 572 §‘_5 E%QI ’Eg g g AHTHAHTHOTeHHAs Tepamusa. HruOupys aHTUOTeHe3,
E 5 EE Z 5 g‘ é = = éa MOXHO HaIpsIMyl0 OKa3bIBaTh BIIMSHUE HA POCT OITyXOJIH,
= O = (5] —
S g B s 53 >Q§ =1 E § 5 g a TaKXKe yy4iaTh 3¢ GEKTH APYTHUX TEPAIIEBTUYECKHX areH-
%; § c g5 =g 8% § = TOB [35]. OnHUM 13 HanboJee U3BECTHBIX PENAPaToB SB-
- — 5 o 'D
&3 =2 £ E &,1) 32 ’E) & 5 =] . JIsieTcst 6eBanu3yMad — ryMaHU3MPOBaHHOE MOHOKJIOHAJTb-
(]
§§ i = g-‘; =i = g o % HOE aHTUTeJI0, KoTopoe MHIuoupyeT aktuBHocTh VEGE
]
§§ %@ g5 % 5 gg 56 g IIpu HekoTOpbIX AeTcKux omyxoysax (Hampumep, LGG
. — $— .- .
55 a2 E‘ § e X 5 g § M MeyJU100J1acCTOMA) ObLT MPOIEMOHCTPUPOBAH YaCTUYHBII
o] o < 2
% 5 -gU 5T 5Z 8 g ) g OTBeT (KITMHUYECKH U 110 JaHHBIM MPT), ripu apyrux omy-
= (=i
£F g = g %U %B § xoJisgx (Hanpumep, HGG u aneHnuMoMbl) 3¢ dexT Obut
)
&} 'E 5 5 -g c = % : s MUHUMAJIbHBIM [24]. KoMOMHUpOBaHHAs TEparus ¢ XMMUO-
e = S
E < Sm EU T2 TepaneBTUYECKUM U IUTOCTATUIECKUM areHTOM IPOIEMOH-
L§‘ E § ? CTPHPOBaJIa XOPOIIIyI0 IEPEHOCUMOCTb U YaCTUYHbBII OTBET
S © S5 npuHGG [36].
8 £
— V
1 < =
éu g (') 3 MonekynspHas AMarHocTUKa u ee BIMSIHUE
N
g§ g §§ Ha KJIMHUYecKoe BeAeHUe nauueHTa
é = £ S ‘l’ I'nmoMa HM3KO¥ cTeneHH 3J10Ka4eCTBEHHOCTH
= o
87 32 y aereii (pLGG)
& E‘%j 2 §C Monekynspnaa xapakrepuctuka. [Tyte MAPK — oc-
E%%’ g §§ HOBHOI OHKOreHHBbIN ApaiiBep pLGG, yalie Bcero 3to
H=ZO 2 K= ciustaue BRAF-KIAA1549 v mytanust BRAFV600E [37].
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Kinaccudukarmsa BO3 2021 . nonpasnensier pLGG Ha 4 rpyr-
bl 1) nuddysHasa actpouutoma ¢ myrauusimu MYB vnu
MYBI; 2) anruolieHTpuYecKas rivoma; 3) noiumMopdHas
JIeTCKasi HepoaMmuTeIuaabHast OIyXoJlb HU3KOM CTeIeH!
31o0KadyecTBeHHOCTHU; 4) nuddysHasa LGG, ¢ HapylLieHU-
IMM cuTHasbHOTO Iyt MAPK [6].

0030p u 3a001eBaemMocth. pPLGG — camast pacripocTpa-
HeHHad onyxojb LIHC y neteit, Ha ee q0J10 MIPUXOAUTCS
30—40 % Bcex omyxoJjieil TOJIOBHOTO Mo3ra y neteit [38].
O1yXxo/i MOTYT OBITh JIOKaJIM30BaHHBIMU WJIU, PEXe, TUC-
CEeMUHUPOBAaHHBIMU M BO3HUKAaTh B JtoOoit yactu LIHC.
[IsaTuneTHss1 ob1as v 6e3peliMaIuBHAs BBDKMBAEMOCTh CO-
CTaBJISIIOT NprbM3uTebHO 90 1 50 % cooTBeTcTBEHHO [39].
TpaguIMOHHO CTaHAApTHOE JieUeHUE MOCe XUpypruye-
CKOT0 BMeEIIIaTeIbCTBa BKJIIOYAJIO MPOBEICHUE JIyU4eBOM
1 JIEKApCTBEHHOM Teparnuy ¢ BKIIOYeHUEM KapOoIiaTiHa
Y BUHKPUCTHHA UM MOHOTEPAIHI0 BUHOJACTUHOM C JI0-
CTUKEHUEM S5-JICTHEe# 0011Ieli BBLKUBAEMOCTU M Oe3periu-
JIVBHOM BELKUBaeMOCTH 86—94 11 45—53 % cOOTBETCTBEH-
Ho [40, 41].

Pe3ynbraTbl coBpeMeHHBIX HCCIEI0BaHuii. VccienoBaHe
unruoutopa MEK1/2 cenymetrnnuta B pamkax ¢dasbl 11
KoHcopiinyma 110 OIyxoJjsiM TOJIOBHOTO MO3ra y JeTei
C peurauBUpYOIIMMHU,/ TIiporpeccupytomumu pLGG, crpa-
TUGUIIMPOBAHHBIX B COOTBETCTBUU C THCTOJOTUYECKUMU
JaHHBIMU, JIOKaIU3aluei ormyxosu, cratrycomM NF, 1 BRAF,
IoKa3ajo 4acToty oTBeta 24—40 % ¢ 2-neTHeil BbDKUBa-
eMOCTbI0 0e3 rporpeccupoBanust 70—96 %. [Tpodwib TOK-
CUYHOCTH OBUI OIaronpUsITHBIM IO CPaBHEHUIO CO CTaH-
JIapTHoit xumuoTtepanueit [42, 43]. B 2023 . YnpaBneHue
110 KOHTPOJIIO0 KavyeCTBa MUIIEBHIX MTPOIYKTOB U JIEKap-
ctBeHHBIX cpenctB CIIA (FDA) omoopuio nabpageHud
u tpametuHu6 (D + T) aias manuenToB ¢ pLGG ¢ myTauu-
et BRAF V600E, KkoTopbIM TpeOyeTCsT CUCTEMHasT Tepansl,
Ha OCHOBaHMM pe3y/ibTaToB ucciaenoBanus (NCT02684058),
cpaBHMBawlIero kKomouHauuio D + T ¢ BUHKpUCTUHOM
y nereit ¢ myrauueir BRAF V60OE u pLGG [39]. YacToTa
OTBeTa U MeAraHa BELKUBAEMOCTH 0€3 IIPOrpeCcCUpPOBAHUS
coctaBuu 47 % n 20,1 mec cooTBeTcTBeHHO Mt D + T
1o cpaBHeHUIO ¢ 11 % u 7,4 Mec st TPYIIIBI OOJBHBIX,
MOJTy4yaBIIUX BUHKPUCTUH [44].

I'tmoma BBICOKOI CTENEHH 3JI0Ka4eCTBEHHOCTH

y aereii (pHGG)

MoaekyagapHas xapakrepuctuka. Knaccudukanus
BO3 2021 r. nepeonpenenuia HGG, BbiaenuB OTAEIbHBIE
KaTeTOPWH ISl OITyXOJICH IETCKOTO TUIIA, C LIEJIbIO YBEJIM-
YeHUS TeparieBTUIECKUX pe3epBoB jieueHus. AuddysHas
HGG perckoro tuna (pHGG) Tenepb BKIIOYAET:
1) H3K27-u3MeHeHHYIO IIMOMY C JIOKaJIu3alueil B MOCTY
(muddy3Hasa BHYTpEeHHSIS TJIMOMa MOCTa) U B IPYTUX Cpe-
IUHHBIX cTpyKTypax LIHC (Hanpumep, B Taiamyce), B CO-
BOKYITHOCTH OIpeesisieMyto Kak nuddy3Hast cpenruHHast
mmoMa; 2) nuddy3Hyto noyiapHyto rimuomy ¢ H3G34-
myTauueit; 3) nuddy3Hsiii gerckuii Tut HGG H3-nukoro
tuna v IDH-aukoro Tuma; 4) nojyuapHbie TIMOMbI MJla-
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JIEHYECKOIo TUIA, BI3BAHHBIC U3MEHEHUSIMU PELIeNTOP-
Hoit Tupo3uHkuHasbl BALK, ROS1, NTRKw MET, nis xo-
TOPBIX AOCTYITHA TapreTHas Tepanus [45].

0030p u 3a601eBaeMoctb. HGG cocrasismior 10—15 % Beex
OITyXOJIei TOJTJOBHOTO Mo3ra y neteit [46]. OueHka cTtaau-
poBanus 111 pHGG BxitouaeT nposeaeHue MPT royos-
HOTO M CITMHHOTO Mo3ra. [luTonornyeckoe uccieaoBaHue
CIIMHHOMO3TOBOM XMIKOCTH MPOBOAAT Y IMAllMEHTOB
¢ TMOAO3PEHUEM Ha METacTaTUYECKOE paclpocTpaHeHUe
ormyxoJjieBoro mpoiecca B npenenax LIHC [47]. Ctpatugu-
Kauus pucka ocHoBaHa Ha moaturie pHGG. I1porHoctuye-
CKUE KIIMHUYECKHE (DAKTOPhI BKITIOYAIOT CTEIIEHb PE3EKIIUKI
OITyXOJIM U OTCYTCTBHE METACTATUYECKOTO PACIIPOCTPAHEHUSI.
Pesynbratel geueHust it aeteit ¢ nuddy3Hoi cpeaIMHHOM
oMo, Iudgy3HOM MoMyLIapHO# IITMoMoi 1 AU @Y3HbIM
neauatpudeckuM tunoM HGG ocTaroTcst HeyTenmTe N b-
HBIMU — 2-JIETHSIS 0011ast BeKMBaeMocThb 10 % [48, 49].
Hanpotus, nmauueHts! ¢ noaymapHoit HGG mnageHue-
CKOTO THUIIa MMEIOT 00Jjiee OJaronpusTHBIN ITPOTHO3 TIPU
TPaAULIMOHHON Teparuu, a y MalMeHTOB C UBMEHEHUSIMU
PELENTOPHOM TUPO3MHKMHA3BI MOXET ObITh 3(h(heKTUBHA
TapreTHasl Teparnusi.

PesynbsTaTsl coBpeMeHHbIX HCcienoBanmii. B vccineno-
BaHuu ACNS0423 (NCT00100802) oueHUBaIN ABOMHYIO
ANTKWIMPYIOIIYIO TEPAITHIO TEMO30JIOMUIOM 1 JIOMYCTUHOM
y geteit c HGG. [IpoaeMOHCTpUpOBaHO YMEPEHHOE YIyd-
IIEHWE BbDKMBAEMOCTHU 110 CPAaBHEHMIO C MPUMEHEHUEM
TOJIBKO TeMo3ojiomuaa B ucciaenoBanu ACNS0126 [50].
B npyrux HenaBHUX uccnenoBaHusx rpymmnsl COG He yaa-
JIOCh TIPOJAEMOHCTPHMPOBATh IIPEUMYIIECTBA HOBBIX ITpe-
rnaparoB IpH BIiepBbie AuarHoctupoBaHHbIX HGG (u3yuya-
JIUCh TIPOTHUBOOIIyXoJeBble 3P deKkThl OeBal3ymada,
TEMO30JIOMUIIA I MHTUOMTOPA TMCTOHACAlIETIUIa3bl BOPH-
HocTtara Bo BpeMs JIT ¢ mocnenyolieit moaaepxuBaronieit
Teparueil 6eBau3yMadboM U TeMo30JIoMUuaIoM) [S1]. B pam-
kax mporokoja ACNS0927 (NCT01189266) oneHuBanmmu
a¢dekT BopuHocTaTa Bo BpeMs u nocie JIT y maimeHToB
¢ nuddy3HOl BHYTpeHHel ITMoMoii MocTa [52], a ipu 1ipo-
BeneHuu npotokoia ACNS1721 oueHuBanu 3¢ GeKTUB-
HocThb uHruobutopa PARP Benunapu6a Bo Bpems JIT
M B KA4YECTBE aIbIOBAHTHOM Tepariu ¢ TEMO30JIOMUIOM LISt
pHGG 6e3 myraumu H3K27M v BRAF V600E [53].

KpaitHe BaxHO Ha paHHMX 3TallaX TMarHOCTUKU MPO-
BOIUTH MOJICKYJIIPHOE TTPOGMIMPOBAHNE OITyXOJIU ISt
BBISIBJICHUS Y JIeTeil peIKUX MOJBaPUAHTOB 3JI0KaYeCTBEH -
HBIX HOBOOOpa30BaHUI M MOCJEAYIOIICH MHINBUILYaI-
3auuu Tepanuu. Tak, B mpotokone NCT02992964 6bn
MPOIEMOHCTPUPOBAH MIPOTUBOOITYXOJIEBBIN 3P DEKT MH-
rMOMTOPa KOHTPOJIBHBIX TOYEK UMMYHUTETa HUBOJIyMaba
npu HGG [54].

Meny/iodaacToma

MouJekynsipHag xapakrepuctuka. Haubosee pacrpo-
CTpaHEeHHOM 3710KavyecTBeHHOI omyxojbio LIHC y nereit
SIBJISIETCST MEIyJUTO0IaCTOMA, Ha IOJII0 KOTOPOM TIPUXOIUT-
cs 10—20 % noBooOGpazoBanmii IIHC u okono 40 % Bcex
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OITyXOJIel B 3aHeil yepemHoi ssMke. Meayio01acToOMbl
Moapa3aeisiioT Ha 4 OCHOBHbBIE MOJIEKYJISIPHbIEC I'PYIIIIbI:
Wingless (WNT), Sonic Hedgehog (SHH), rpyrina 3 u rpyr-
nma 4, Kaxnaass U3 KOTOPbIX UMEET KIMHUYECKUE, MOJIEKY-
JIIpHBIE Y IPOTHOCTUYECKYE XapaKTePUCTUKU. DTHU TPYIIITLI
MOXKHO J1ajiee Moapa3aeuTh Ha MOJIEKYJISIPHbIE TOATUIIBI
C YYETOM MPOrHOCTUYECKON 3HAUMMOCTH.

0030p 1 3a00;eBaeMocTh. CTpaTH(UKAIINI PHUCKA Me-
IyJ100J1aCTOMBI B 3aBUCMMOCTH OT BO3pacTa IallMeHTa,
CTEeINeHU Pe3eKIIMK OIYXOJIM U HATMIUST METacTaTUYECKOTO
pacnpocTpaHeHUsT MO3BOJIIET paclpenessaTh NallMeHTOB
crapiie 3 JIeT Ha TPyMIlbl CpeJHero pucka (ocraToyHasi
omnyxoib <1,5 cM? M OTCYTCTBME METACTATUYECKOTO Pac-
MPOCTPAHEHMsI) U BBICOKOTO pUCKa (0CTaTOYHAsI OITyXOJIb
WY MEeTacTaTU4YeCKoe pacipocTpaHeHue). JledeHue BKIIro-
YaeT MaKCHMaJIbHYIO PE3eKI1IO OITyX0JU U (B 3aBUCUMO-
CTU OT BO3pacTa M CTpaTU(hUKAIUU PUCKA) KPAHUOCIIM-
HaJbHOE OOJIydeHUE M XMMHUOTepaluio. Y MallueHTOB
CO CpelHel CTENeHbI0 PUCKa METYJLTO0IaCTOMBI S-JIETHSIS
o011asT BBLKMBAaeMOCTh qocTuraet 80—85 % 1mpu MCIonb-
30BaHUM KPAaHUOCTIMHAIBHOIO OOJyYEeHUST U XUMUOTepa-
nuu [55], Torma Kak y nalMeHTOB ¢ BBICOKOI CTEIEeHbIO
purcKa MeAyJ100J1aCTOMBI 5-JIeTHSIS1 00111ast BBKMBAEMOCTh
cocTtapysieT mpuoau3uTebHo 70 % (Mpy KpaHUOCTIMHAb-
HOM OOJIYIEHUH B XUMUOTeparnn) [56, 57].

Pe3yabraTsl coBpeMeHHBIX HccienoBaHmii. B mpoToko-
e ACNS0331 (NCT00085735), ucciaenoBaHUM MeIyJLIO-
GacToMbl cpenHeit creneHu pucka dassl 111, cHbkeHue
oobema JIT oT Beelt 3agHelt uepenmHoi SMKHU [0 JI0XKa OITy-
XOJIM He TMOBJIUSIO Ha BBIKUBAEMOCTh WJIM MoKa3aTeau
MECTHBIX pelMaAnBoB. ONHAKO CHUKEHUE A03bl KPAaHUO-
crnuHajbHOrO 0bsydyeHus 1o 18 Ip mis geteii B Bo3pacTe
3—7 JeT NpUBEJIO K CHUXEHMIO BbIXKMBaeMOCTH [58].
B uccnenoBanuu ACNS0332 (NCT00392327) kapboruia-
TWH, Ha3HayaeMblil omHOoBpeMeHHo ¢ JIT, yaydimna BblI-
>XMBAEMOCTb MAlIMEHTOB C MEIYJI001aCTOMOM IPpyIIbI 3,
Ho He y mauueHToB ¢ WNT, SHH unu rpynmnoii 4; ogHo-
BPEMEHHBII ITPHUEM U30TPETUHOMHA BO BpeMsI TTOAIEPXKU-
BaloIlIeii Tepanuy He IToKa3aJl HUKaKUX IMpeuMyniecTs [59].
B mpotokone ACNS1221 (NCT02017964) oueHuBanu
cHuxeHue no3bl JIT mis aereii mutaiie 4 ieT ¢ HeMeTacTa-
TUYECKOM Y3JIOBOM 1€CMOIUIACTUYECKOM MeayI001acTO-
MO HU3KOTr0 pucKa — MoaupuLmpoBaHHbIi pexkxum HIT
SKK 2000, 6e3 MHTpaTeKaabHOI'O BBEACHMSI METOTpEKCaTa.
HccnenoBaHue ObLIO 3aKPHITO TOCPOYHO M3-3a HEMpPU-
eMJIEMOI YaCTOThI PELIMANBOB U MOATBEPAMIIO CYIIIECTBO-
BaHue 2 otnenbHbIX nontunoB SHH y mnagexnues: SHH-1
n SHH-2 ¢ xyommum mporHosom mis SHH-1 [60].
ACNSO0334 (NCT00336024), paHTIOMU3UPOBAHHOE WC-
clieloBaHKe, BKJIIOYUBIIIEE AeTeil muianiie 3 JeT ¢ Meay-
JI00J1aCTOMOI BBICOKOT'O pUCKa, MPOJEMOHCTPUPOBAIO
yJIy4IlIeHHbIE OTBET U BBLKUBAEMOCTD ITPY UCITOJIb30BAHUU
MeToTpekcaTa [61]. DTi ucciaenoBaHusI TOATBEPININ Pe-
TPOCIIEKTUBHBIE HAOIIOAEHUSI OTHOCUTEIHHO MPOTHOCTU -
YeCKOI 3HAYMMOCTH MOJIEKYJISIPHBIX TPYIIIT M HECKOJIbKHX
MOJIEKYJISIPHBIX MapKepoB BHYTPU TPYIIIl, KOTOpPbIE 10-
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TIOJTHUTEJTBHO YTOUHSTIOT CTpaTH(UKAIINIO pycKa [62, 63].
MoutekynsipHbIe MapKepbl, CBSI3aHHBIE C XOPOILIUM IIPO-
rHO30M, BKIo4aroT rpyniny WNT 1 motepio XpoMOCOMBI
11 B rpynne 4. MoJieKyJsipHble MapKephl, CBSI3aHHBIE
C TUIOXUM TIPOTHO30M, BKJTIOUAIOT MyTaluio 7P53, aMIiiu-
dukanuto GLI2 v notepro 14q B SHH, a raxcke amruindu-
kanmio MYC n uzoxpomocomy 17q B rpymre 3 [64]. [laHHbIe
COG u apyrux MeXXIyHapOIHBIX TPOCIIEKTUBHBIX UCCIIE-
JOBaHU [59] yTouyHUIM cTpaTUUKaALIUIO PUCKA, BKIIOUNB
MOJICKYJISIpHBIE (DAKTOPHI HAPSIAY C KIMHUYECKUMU KpH-
TEPUSIMH.

DneHauMoOMAa

MounexynsipHas xapakTepucTuka. HenaBHye OTKPBITUS
MO3BOJIWJIY BBIACIUTD OTICIbHBIC KIMHUYECKUE U MOJIe-
KYJISIpPHBIE TIOATPYIIBI ATIEHIUMOMBI, UMEIOIINE TepareB-
TUYECKOE U IPOrHOCTUYEeCKOe 3HaYeHue. CynpaTeHTOpH -
aJbHbIC, 3adHEYEPEITHbIC U CIIMHAJIbHbIC STIEHINMOMBI
B HacCTosIIIee BpeMs CUMTAIOTCS aHATOMUIECKU Pa3TMYHbI-
MM OMOJIOTUYECKUMM 00pa30BaHUSIMU C OIPeaeIEHHBIMKI
MOJICKYJIIPHBIMHU IpyIiiaMu [65]. MoJeKyIsipHO orpene-
JIeHHBIe rpynIibl B Knaccudukauuy BO3 2021 . BKIIIOYaoT
onyxoim PFA u PFB B 3agHeit uepertHoit sMke [66]; cyripa-
TEHTOPHUAJIbHBIE OIYXOJIU C MOJOXUTEIbHBIM CIUSIHUEM
ZFTA (panee RELA) u ¢ ojoXXuTeJIbHBIM cusiHueM YAP
[67]; cuHAaTBHYIO 3NIEHAUMOMY C aMIUTUMUIIMPOBAaHHBIM
renoM MYCN [67]. B To BpeMsT KaK CIIUSTHUAS ¥ aMIUTU DK -
Kall{ MOTYT OBITh MASHTUMUIIMPOBAHBI C TOMOIIIBIO CEK-
BeHupoBanusa JJHK vwin PHK, snureHeTnyeckas oueHka,
Takasl KaK CTaTyC METWJIMPOBAHUS WJIM CTAaTyC TPUMETH-
JupoBaHus rucroHa H3K27, nonesna mis nuddepeHum-
aJbHOM IUAarHOCTUKH [68].

0030p u 3200J€eBaeMOCTb. DIICHINMOMA COCTaBJISICT
npubausuTeabHo 10 % Beex oIyxosieil TOJIOBHOTO MO3ra
y nereit, mpu 3ToM 90 % 13 HUX BOZHUKAIOT MHTPaKpaHU-
ajbHO [69]. DeHAMMOMa CIIMHHOTO MO3ra BCTpEYaeTCs
pU HelipohrnOpoMaTo3e 2-ro TUIA WJIM MUKCOTAIUISIPHOM
areHaArMoMe. T1py MakCMMaIbHO PaMKaJIbHOM XUPYPIU-
YECKOM yHaJIcHUW OIYXOJM U MPOBEACHUM KOHMOPMHOI
pamMoTepanuu y IeTeil MIIaJIIero Bo3pacra TOCTUTHYTO
yBeIMYeHUe TToKa3aTteseit S-neTHel 6ecCOOBITUITHOM 1 00-
IIei BBDKMBAEMOCTH, HO JaHHBIC IOKa3aTeIu HaJleKu
OT UIIeaJIbHbIX 3HaYeHU 1 coctanstior 60—70 u 80—87 %
COOTBETCTBEHHO, a TIO3IHUE PEIIUANBHEI OCTAIOTCST OOBIY-
HBIM siBJieHueM [47].

PesynsTaTel coBpeMeHHbIX HccenoBanmii. Micciemnona-
Hue dasbl 11 y malyeHToB ¢ BIIepBbie AMarHOCTUPOBAHHOIM
sneHauMmoMoit (mpotokoa ACNS0121 (NCT01407744))
MPOJEMOHCTPHUPOBAIO, YTO XMPYpPruYecKas pe3eKIIus
¢ nocaenymoieii JIT B kauecTBe cTaHmapTa JICUYCHUs 1JIsT
JeTeil ¢ cylmpaTeHTOpUAIbHBIMK oItyxoisiMu 11 crereHu
MO3BOJISIET IMTPOBOAUTD 3(PHEKTUBHOE TMHAMUYECKOE Ha-
OntofeHue Tocyie MoaHoM pe3ekuuu [47]. B kpynHeiiiem
paHaomMu3upoBaHHOM uccieaoBaHuu ¢asbl I (ACNS0831
(NCT01096368)) oneHuBanu 3¢hOEKTUBHOCTh T0OABICHUS
MOAIEPXUBAIOIIEC XUMUOTEPAIIMKU IIOCJIEe PEe3eKIIUU
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onyxoiu u JIT, ogHako He ObLIO OTMEUEHO TOBBIIIEHUS
TOKa3aTesieil BBDKMBAEMOCTH MPU TOOABJICHUU TOIIEP-
XKuBatoleit Tepanuu [70].

3akntoyeHue

Onyxo/u ToJIOBHOTO MO3Tra SIBJISTIOTCS 2-i IO pacIpo-
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