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AHHOTaUuA

AxTyanbHocTb. OTCyTCTBME Nporpecca B neveHnn anddysHeix cpeamHHbix muom (OCIN) npuseno k 60-
rnee 4acToMy MpPOBEAEHUIO UX BMONCUIA C MOMEKYNsiPHO-rEHETUYECKUM UCCref0BaHNEM TKaHW OMyxonu
[ONS novcka HOBbIX TepaneBTUYECKMX BO3MOXHOCTEN. TeM He MeHee nocneacTBUsi Takux BMeLlLaTenbCTB
noka mnsy4eHol HegocTaTovHo. Llenb nccnegoBaHns — NpooeMOHCTPYMPOBAaTh HETUMWMYHbBIV XapakTep npo-
rpeccupoBanus OCI cTBona ronoBHOro Mo3ara y feTew nocrne oTkpbiTor 6ruoncun. MaTtepuan u metoAbl.
lMpoBeneH peTpocneKkTUBHbIN aHanua AaHHbix 138 nauneHToB, nponeveHHbIx no nosogy OCI B nepuos ¢
2020 no 2024 r. 3 paHHowm koropTbl 38 nauneHTam ¢ AuddysHon rmmomort Baponuesoro MmocTa BblnomnHeHa
OTKpbITasi Groncus ¢ peaekumnen aK30OUTHOrO KOMMOHEHTA I ONOPOXHEHNEM KMCTbI. o Aemorpadunyecknm
nokasartensim (non, Bo3pacT) 3T 38 GOMbHbLIX CYLLECTBEHHO HE OTNMYanach OT OCTalbHOW YacTu KOropThl.
BroncuiiHbin MaTepuan nogseprancsa rmctofiorM4eckoMy U MOMEeKynspHO-TEHETUHECKOMY UCCIEeA0BaHMIo.
Bcem 138 nauveHTam BbIMOMHANM NyYeBy0 Tepanvio 0bnactu onyxonu, no NokasaHnsM — XMMMoTepanmio.
Mocnepytollee AMHaMmmyeckoe HabnoaeHNe OCHOBbLIBANOCh Ha OLEHKE HEBPOSIOrMYecKoro cratyca u Ha
AaHHbIx MPT LUHC ¢ npumeHeHnem KOHTpacTHOro ycunenuns. PesynbTtatbl. Y 19 naumentos (50 % ot 38
npoLueawmnx 6muoncuo) No AaHHbIM UMMYHOTMCTOXMMUYECKOTO aHanuaa nocrneonepauuoHHOro Matepuana
6bina BbisBneHa Mytaums K27M B reHe H3F3A. Y 6 (15 %) naumeHToB 13 38 MPT B cpoku oT 2 o 5 mec
(megmnaHa — 4,5 mec) nocrne OKOHYaHUsI Ny4eBON Tepanuu BbISIBMEHO HEXapakTepHOe MporpeccupoBaHne
OCI B Buae MeTactasvpoBaHWs MO XenyaovyKoBOW CUCTEME FONOBHOMO Mo3ra. Y ocTarnbHbIX NauMeHTOB
KOropThl MCCreaoBaHus, He NPOXOAMBLUMX Npoueaypy 6uoncum, Nogo6HbIN xapakTep NPOrpeccMpoBaHns He
Habnopanca (p<0,002): y HUX, Kak NpaBunmno, oTMeYancs NPoAOIMKEHHbIN pocT onyxonu (n=96), y 4 60nbHbIX
[OMarHoCTUPOBaHO NeNTOMEHUHIeansHoOe MeTacTasnpoBaHme No CMHHOMY MO3ry. 3aknyeHue. Hamu Bbl-
SIBMEHbI CNyYan HeTUNUYHoro nporpeccmpoBaHusa OCI B BUAe MeTacTasmpoBaHuWs Mo Xenyao4KoBOW cucteme
y OeTel nocne oTkpbITon Guoncum onyxonu. ECTs ocHoBaHusA nonaratb, 4To Guoncusi Morna cnocoocTBOBaTh
anccemmHaumm OCI no nukBopHbLIM NpocTpaHcTBam. HeobxoamMm novck anstepHaTUBHbLIX METOL40B OLLEHKM
MOMEKYNSIPHO-reHeTn4Yecknx xapakrepuctuk ACT.

KnioueBble cnoBa: AMde)y:{Haﬂ cpeAuHHasn rnuoma, 6uoncus, nydeBas Tepanus, HETUNUYHbIN Xapaktep
MeTacTa3npoBaHus, HeﬁpOOHKOHOI'VIH, AeTcKasA OHKoJiorus, ructosiornieckoe nccrnegoBsaHue.

#=7 PoroBa TaTbsiHa CepreeBHa, dr.rogovats@gmail.com
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Abstract

Background. The lack of progress in the treatment of diffuse midline gliomas (DMG) has led to the increased
use of biopsies with molecular genetic testing of tumor tissue to search for new therapeutic options. However,
the consequences of frequent biopsies are not fully established. Aim of the study: to demonstrate an atypical
progression of brainstem DMG in children after open biopsy. Material and Methods. A retrospective analysis of
data from 138 patients treated for DMG between 2020 and 2024 was performed. Of the 138 patients included
in this analysis, 38 patients with diffuse pontine glioma underwent open biopsy with exophytic component
resection or cyst evacuation. In terms of the age and gender distribution, these 38 patients did not differ
statistically from the rest of the patients. Biopsy samples were subjected to histological and molecular genetic
examination. All 138 patients received radiotherapy to the tumor and chemotherapy, if indicated. Follow-up was
based on the assessment of neurological status and contrast-enhanced MRI of the central nervous system.
Results. Immunohistochemical analysis of surgical specimens revealed K27M mutation in the H3F3A gene
in 19 patients (50 % of 38 who underwent biopsy). Atypical progression of DMG manifested as metastasis
along the brain’s ventricular system was found in 6 out of 38 (15 %) patients within 2 to 5 months (median 4.5
months) after radiation therapy. In the remaining patients of the study cohort, who did not undergo a biopsy,
a similar pattern of progression was not observed (p<0.002): they, as a rule, had continued tumor growth (96
patients); leptomeningeal metastasis along the spinal cord was diagnosed in 4 patients. Conclusion. Thus,
we identified cases of atypical progression of DMG manifested as metastasis along the ventricular system in
children after open tumor biopsy. There is reason to believe that biopsy could contribute to the dissemination
of DMG throughout the liquor spaces. It is necessary to search for alternative methods for assessing the

molecular genetic characteristics of DMGs.

Key words: diffuse midline glioma, biopsy, radiation therapy, uncommon pattern of metastasis,
neuro-oncology, pediatric oncology, histological processing.

Beenenne

B cTpykType neTckoil oHKoloruueckoil 3adole-
BacMOCTH OIYXOJIA IEHTPATbHOW HEPBHON CUCTEMBI
(LIHC) 3anumaroT BTOpOe MecTo, coctaBisst 16 %
[1]; w3 HUX IPUMEPHO KaXkI0€ MATOC HOBOOOpa3oBa-
nue — quddysnas cpenunnas rmmoma (JCI). Yame
Bcero JICI' crpagarot aetu ot 3 no 10 net (cpeanumii
BO3pacT — 6,5 roaa), MpUYeM MaIBYUKU U JCBOYKH C
OIMMHAKOBOM 9acTOTOH [2]. CTOMT OTMETHTB, UTO OKOJIO
85 % JICT knaccuUIUPYOTCS KaK [JIMOMbI BBICOKOH
CTETICHH 3JI0KaY€CTBEHHOCTH [2] U, HECMOTPS Ha KOM-
IJICKCHBIC TTOAXOMABI K JICUCHUIO, XapaKTePU3YIOTCS
KpaifHe HeOIarompusTHBIM TeueHWEeM: |-roamdHas
BBDKMBAEMOCThH HE TIpeBbImaeT 36 %, 2 rona mpoxu-
BaroT okoto 13 % neteid, B cBsi3u ¢ ueM [CI sBisroTes
OCHOBHOW MPUYHUHOM CMEPTHOCTH JISTEH ¢ HOBOOOpa-
3oBarusMu L|HC, 3acTaBisis crienuaincToB B 00IacTH
HEHPOOHKOJIOTUH MCKATh HOBBIE TUATHOCTHYECKUE 1
TEPANEeBTUUCCKHUE TOXObI.

JuddysHble cpeuHHBIC TTUOMBI, KaK MPaBUIIO,
SIBJISIFOTCSI OITYXOJISIMH BBICOKOH CTETICHH 3JI0Kaue-
CTBEHHOCTH; YaIlle BCETO MPOTpeCcCHpOBaHIe OOIe3HH

82

XapaKTepU3yeTCsl NPOIOJIKEHHBIM POCTOM OIyXOJIH,
KOTOpBIN omnpenengercs npu MP-uccienoBanuu B
cpoku oT 4 10 9 mec nocne jedeHus [3], ogHaKo, He-
CMOTp# Ha XapaKTepHOE JIOKAJIbHOE PACIIPOCTPaHEHUE
OITYXOJIEBOTO IPOIIECCa, HEPEKO 3a00IeBaHNE MOYKET
METacTa3upoBaTh MO HEPBHOU cucreme. Hacrora
JeNnTOMEeHUHTealbHoTo MetactazupoBanus JCT,
M0 JTaHHBIM HEKOTOPBIX aBTOPOB, MOXKET JIOCTHTaTh
40-50 % [3, 4].

N3-3a Omu30cTH K 00BbEMY OITyXOJIH KHU3HEHHO
BaXHBIX cTpykTyp LIHC xupypruueckoe snedenue
3a4acTylO SIBJISETCA HEBBITOJHUMBIM. ENHMHCTBEH-
HBIM BO3MOYKHBIM CITOCOOOM TIOIBITATHCS YBEIUIUTh
00IITyI0 BEDKHBAEMOCTD MIIM XOTS OBl YITy4IITUTh Ka-
4yecTBO Xu3HM narnueHTos ¢ JCI aBisieTcs mydeBas
tepanus (JIT), koTopast mpoBOANUTCS B peKUME KIlacCH-
yeckoro ¢pakuuonuposanus (PO 1, 82 Ip 1 pa3 B
JICHb ) WJTH, B CITy4ae BBIPAXKEHHOTO HEBPOJIOTUIECKOTO
nedunmra, B peskume runepdpaxuunonuposanus (POJJ
no 1,1-1,2 I'p 2 pa3za B aenn) no COM 5460 I'p na
OTrpaHUYCHHBIC 00BEMBI B TOJIOBHOM Mo3re u 710 50 I'p
JIOKaITbHO Ha 00JacTh OMYXOJIM CITUHHOTO Mo3ra [4].
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OrbIT PABOTbl OHKONTIOMMYECKUX YYPEXOEHUIA

UYro kacaetcs JIeKapcTBEHHOTO JICUCHUS], TO IPOBECHO
MHOTO HCCJIEIOBAaHUN C MPUMEHEHHUEM Pa3ITUIHBIX
XUMHOIIPETIapaToB, HO HA OJUH M3 HHUX HE IMOKa3aj
s dexruBaocts B teuennu JCI. Hanpumep, B pabote
V. Bernier-Chastagner et al. [5] 32 naruenra ¢ JICI’
MTOJTYYMJIH XUMHUOIYUYEBYIO TEPAIHio, BKIIOYABIITYIO
6-He/IeTTHHBIN KypC TOMTOTEKaHa, BBOJMMOTO 32 9ac 110
00JTy4eHHs1, OTHAKO MeJMaHa BBKMBAEMOCTH COCTa-
Buia 8,3 Mec, UTO HE OTIIMYAETCS OT BEKUBAEMOCTH
npu JIT, npoBoguMOM B CaMOCTOATEILHOM PEXUME.
F.E. El-Khouly et al. [6] ucrionp30Bam KOMOWHAITHTO
npemnaparoB (6eBanu3ymad, UPUHOTEKAH U IPIIOTH-
Hu6) Ha done JIT U TakKe MPUIUIA K BBIBOLY, 4TO
napajuiesibHas JIeKapCTBEHHAS Tepamusi He yydIlaeT
pe3ynbTaThl (MenuaHa BeDKHBaeMocTH 13,3 mec). Psn
nuccnenosareneit [7—-10] uzyunnu pesynsrarel JIT Ha
(hoHe pamomMoudpuKaIK pernapaTtoM Temo3oaomMu/,
YCIICIIHO MPUMEHIEMBIM B JICYCHUH TJTHOM BBICOKON
CTETICHN 3JI0Ka4eCTBEHHOCTH JPYTUX JIOKAITU3aIni,
HO TIOKa3aTelll BBDKMBAEMOCTH HE MPOJEMOHCTPH-
pOBaM 3HAYMMBIX pa3nuyuii B cpaaenuu ¢ JIT Oe3
panuoMoau(UKALHH.

3a nocinennue 30 jieT Ha MepBOE MECTO B Jua-
rHoctuke JICI' BeIM HEWHBa3WBHBIE METOABI HC-
CJIEZIOBaHNH BBU/IY MX OTHOCHUTEIILHOI 0€301acHOCTH.
«30JI0TBIM CTaHAAPTOM» THATHOCTHKY siBIsieTcss MPT
B HATHBHOM PEKUME H C KOHTPACTHBIM YCUIICHHEM, Ha
OCHOBaHHH KOTOPOH MOJKET OBITh BHICTaBIIEH OKOHYA-
TeJTHHBIA KIIMHIYECKUHA MrarHo3. OTHAKO OTCYTCTBHE
nporpecca B neuennu JICI" BpI3BaIO HapacTaHue UH-
Tepeca K MPOBEACHHIO CTEPEOTaKCUIECKOW Ononcun
(CTB) obOpazoBanwuii [4] ¢ mOCIEeAYIOUTIM U3yYeHHEM
OMOTICHITHOTO MaTepHasa C eJbI0 TIOMCKa HOBBIX Tepa-
MEBTUYECKUX BO3MOKHOCTEN. B coBpeMeHHOM Helpo-
OHKOJIOTUH 3HAYMMOCTB MOJIEKYJISIPHO-TEHETHUECKUX
WCCIIEZIOBaHUI HEYKIIOHHO ITOBBIIIACTCS, U C KaXKIbIM
JTHEM Bce OOJIbIle TTAMeHTOB MPOXOAST Yepe3 Mmpo-
uenypy CTh. C.C. OzepoB u coasr. [11] mpoananusu-
pOBaM JaHHbIE MUPOBOH JIMTEPATyphl, B TOM YHCIIE
[12—15], 1 BBISICHUIIH, UTO YPOBEHb OCIOXKHEHUH MTPU
CTb JICT ¢ yueToM MOIEpHHU3AITNN 000pyIOBAHUS U
COBEpIICHCTBOBAHUSI TEXHUKH BBITTOJHEHUSI HEHPO-
XUPYPTrUUECKUX BMEIIATEILCTB B HACTOSIICE BpEeMs
cocrtaBisieT 110 5 %, a IeTaIbHOCTh CHU3HJIIACH ITPAK-
tuaecku 10 "y (0,6 %). [lo MEHeHUIO OONMBIIMHCTBA
nccnenosareneit, ononcus JICI' mokazana, mpexze
BCETO, B T€X cllyyasx, Korjaa IJIaHUPYeTCsl ydacTHe
00JBHOTO B KJIIMHUYECKOM HCIBITAHUU TapreTHOU
Tepanuu Wik UMMyHoTepanuu [6, 16—19]. Otnens-
HbIE OTpaHIYEHHBIE TT0 MacHITaly padoThI MTOKA3aIN
YJIOBIIETBOPUTEIBHYIO NTEPEHOCUMOCTH ITUX METO-
JIOB JICUCHHUSI, @ TAKXKe JJIUTEIbHYIO BEKUBACMOCTD
HEKOTOPBIX O0mbHBIX [20-22]. Z. Wang et al. [23]
MIPOAHAM3UPOBAIN Psi/T paObOT U MPHIIUTA K BEIBOY,
yt0 B 9-23 % cnyuaeB JICI' BcTpewaroTcst TpaHKH-
pYIOLIMEe MyTalud B TeHE, KOJUPYIOLIEeM MPOTEHH-
tdocdarazy 1D (PPM1D); uarubupoanue PPM1D
ceacuOmmm3uponano PPMI1D-MyTaHTHBIE KIETKH
JCT x Boznericteuro nuarnoutopamu PARP (PARPI), B
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CBSI3U C YeM ITperiapar ojarnapuo, KOTOPhIid OTHOCUTCS
k PARPI, sBrIsseTcst MHOTOOOCTIIAFOIIICH TeparieBTHIC-
ckoil ormmmei B jnedeHun PPMI1D-myrtanTaeix JICI,
OTHAKO HEOOXOIMMBI NallbHEHUINNE HCCICIOBAHUS
JUTSE TIOATBEPKASHUS AP PEKTUBHOCTH Ipernapara. [1o
MHEHHUIO psifia uccienonareneit [24—26], nepcrneKkTus-
HBEIM HampaBJICHUEM OBLIO BBISBICHUE W3MCHCHUM
B curHanpbHOM myTn RTK-RAS-PI3K. Hampuwmep,
G. Wu et al. [25] BbISICHIIH, YTO U3MCHECHHS B TCHE
PDGFRA xapaxtepusl st 6onee yem 20 % JCT,
ONHAKO KiIHMHHW4Yeckue ucnpiTanus takux RTK-
WHTUOUTOPOB, KaK AacaTHHUO, aBalpUTHHUO, CYHH-
TUHUO W JIp., HEe NMPUHECIN KIMHUYECKH 3HAYUMBIX
pe3ynbTaTtoB. Elie 0MHOW YA3BHUMOCTBHIO KIETOK
JCT, mo mamaeiM K. Schramm et al. [3], sBnsercs
reH FGFR. ®apmakoiornieckoe MHTHOMpOBaHUE
nepenaun curHaios perentopa FGFR ¢ momorisio
npenapara MOHATHHUO TPUBENO K BBIPAKCHHOM
omyxoJsecrnenupuaeckoil aHTUIponu(pepaTHBHON U
aTroONTOTUIECKON aKTUBHOCTH B KYJBTYpe KieTok JICT
in Vitro; INIAaHUPYETCS POBEACHUE NAJIBHENIIINX ATa-
OB UCCJICIOBAHUS Mpernapara B JICUCHUU TAIlUCHTOB
¢ FGFR-myrtautasimu JICT.

CoryacHO BHINICTICPEUYHCICHHBIM (DakTam, Tpel-
CTaBJISIETCS OYEBUIHBIM, YTO NalbHEHIIICe N3YICHHE
pOJIK TapreTHOM Tepanuu U UMMYHOTEpAIUU B Jie-
yennn JICI" HeBO3MOXKHO 0€3 IeTaThbHOTO U3yUeHUS
MOP(QOJIOTHHN 3TUX OIMyXOJeH y ManueHToB. B To e
BpeMs CIIeAyeT MPU3HATH, YTO HE BCEM OOJIBHBIM C
JCI' Bo3MOXHO TIpoBe/icHUuEe OUOIICHU, KPOME TOTO,
OTJaJICHHBIE TIOCIIEICTBHS TAKMX BMEIIATEIhCTB ITOKA
W3yYeHBI HETOCTATOYHO.

IIpu ananmze MPT-uzo0paxkennii B karaMHe3€ 10~
cie ouorncuu ¢ nocneayromeit JIT y yactu 00abHBIX
MBI 3aMETHJIM HETUIUYHBIN XapaKkTep Mporpeccupo-
BaHUs 3a00JIeBaHMs, HE BBISABISEMBIN Y MAIUEHTOB,
KOTOPBIM OHMOTICHS HE TIPOBOJIMIIACK.

Heab ucciaenoBanusi — MNpoOAECMOHCTPUPOBATH
HETUITUYHBIN XapaKTep MPOrpeCcCUPOBAHUS Oy XOJIeH
CTBOJIa TOJIOBHOTO MO3Ta y JIeTel mociie OUOTCHY.

MarepuaJj ¥ MeTOIbI

MBI npoBes peTpOCIEKTUBHBIN aHAIN3 JTaHHBIX
138 mauuenToB, nposieyeHHbx o nosoay ACI B otae-
JIEHWH JTy4eBOM Tepariiu JIeTel ¢ KOMKaMu OHKOJIOTHUU
®OI'BY «Poccuiickuil Hay4YHBII LIEHTP PEHTreHOopa-
nuonorun» Munsnpasa Poccuu B mepuon ¢ 2020 mo
2024 r. Cpennuil Bo3pacT Ha MOMEHT IOCTaHOBKH
nuarHo3a — 10,5 roga. 3HAYUMBIX pa3IHYANA TAITH-
€HTOB I10 TI0JIy B BBIOOpKE HE HaOromanoch (46 %
MAIMEHTOB COCTABUIN Malmbuuku, 54 % — NEeBOUKH).
W3 nannoit rpynmsl 38 nanuenTam ¢ quddy3Hoi rmo-
Mol Baponuesoro mocra B HMUL] Helipoxupypruu
uM. akagemuka H.H. BypieHko BbIIoJIHEHa OTKpBITas
ouorcus ¢ pe3eKknneit 3k30()UTHOr0 KOMIOHEHTA WITH
onopoxHeHueM KUcThl. Y 19 manumentos (50 % ot 38
MIPONICAIINX OHUOIICHIO) TT0 JAHHBIM UMMYHOTHUCTOXH-
MHYECKOTO aHaJIM3a ITOCIIEONePaiOHHOTO MaTepraia
BbIsiBIIeHa MyTanus K27M B rene H3F3A. Huxkomy n3
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MAIMEHTOB, MPOIIE/IINX OHOTICHI0, BEHTPHUKYJIOIIEPH-
toneanbHBIN MyHT (BIIL) 10 BO3HUKHOBEHUS TIPO-
rpeccupoBaHuA He ObIT yCTaHOBIEH. Becem marmentam
BeimosiHeHa MPT ronoBHoro mo3sra B peskumax T1 6e3
koHTpactuposanus, T2, T2 FLAIR u T1 ¢ konrtpa-
CTHPOBaHHEM Ha TOMOTpade MOIIHOCTHIO HE MEHee
1,5 Tn nepen kypcom JIT; B Xxo1e TMHaMUYECKOTO Ha-
omonenust MPT roioBHOTo Mo3ra B BIIIEyKa3aHHBIX
PEeKUMax MPOBOAMIIACH KaKIbIE 5—6 Hel.

Knunuueckui cnyuaii Ne 1

Hayuenmka A., 11 nem, ouacnos: Hughghyznas
CPeOUHHAS 2TUOMA NPABLIX OMOEL08 CMEONA MO32d,
H3K27M-mymanmuas, CNS WHO Grade 1V, ¢ na-
auduem PIK3CA Q54E amnaupuxayuu u mymayuu
6 eere TP53 (R273C). CocmosHue nocie yoaneHus
9K30uUmHO20 Komnonenma onyxonu cmeona 22.01.24,
xypca nyuesot mepanuu 0o CO/ 54 I'p (c hespans no
anpenv 2024 2.), OpeHuposanusi KUCIO3HOU ONYXOaU
1V srcenyoouxa u cmeona eonogrnoeo mosea 29.05.24.
Ilpoepeccuposanue 3abonesanus om 19.05.24 — mema-
cmamuieckoe nopasxicerue H#eiy00uKo8oU CUCTEMbL.
Cocmosnue na ¢hone mapeemuoti mepanuu (07.09.24).
Ipoepeccuposanue 3abonesanus om 06.09.24, npo-
O0NIAHCEHHBIT POCTT ONYXOJIU.

U3 anamnesa: pebenok 6onen ¢ cenmsaops 2023 2.,
K020a mMama cmana ommedams Hel08KOCb 6 O08U-
JHCEHUSAX, HapyUleHUe KOOPOUHAYUU. 3a MeOUYUHCKOU
nomowbio He oopawanucs. Pesxoe yxyouierue cocmo-
SAHUSA 8 8UOe HCaAN00 HA 201108HYI0 DOJIb, BLIPANCEHHOE
becnoxoticmeo, MowiHomy, peomy, NPUHOCIWYIO 00-
necuenue, ommeuerno 17.12.23. Pooumenu nayuenmxu

CamMocmoamensHo oopamuaucy 8 NPUEeMHblU NOKOU
I'BY Pecnybauxu Mapui On «/[PKBy, 20.12.23 guvi-
nonnena KT 201081020 Mo32a, npu Komopotl 6 obnacmu
CpeOHell MO3#CEeUKOBOU HONCKU CNPABa ONpedesiach
2UNOOEHCUBHAS 30HA C HeYeMKUMU HEePOBHbIMU KOH-
mypamu, pazmepamu 27 % 15 X9 mm, nooospumenvras
Ha 0bveMHoe 00pa3osanie, Komopoe 0eqhopmuposano
1V arcenyoouex, cyscasn e2o npoceem, a maxaice oxa-
3618710 0OBeMHOE 8030eticmaue Ha cmeol mozea. Ilpu
MPT 201061020 MO32a HAMUBHO U C KOHMPACTIHBIM
yeunenuem (puc. 1) eviagnenst npusHaKu 06vLemMHo2o
KUCMO3HO-CONUOHO20 00PA308aHUs NPABOU 2emuche-
ol Mo3dfceuKa, pazmepamu 24 <21 X39 mm, ¢ posHvimu,
YemKUMU KOHMYPAMU, KOMAPUMUPOBABULE20 NPABbLe
omoenwvt 1V acenyoouxa.

Jlesouxa nocmynuna ¢ HMHUI] netipoxupypeuu
um. axaoemuxa H.H. Bypoenxo 22 smeaps 2024 e.,
BbINOJIHEHO MUKPOXUPYP2UUECKoe yOaieHue 3K30um-
HO020 KOMINOHEHMA ONYXOU NPAsoli NOJIOBUHbL MOCAL.
Tucmonoecuuecxoe 3axniouenue (Ne 000196 24,
29.01.24): mopghonozuueckas KapmuHa 310KA4ecmeeH-
HOU 27UOMbl, Hellb351 UCKIHYUMb SNEHOUMOMY 3A0Hell
uepennotl AmKu, grade 3. Boinonneno monexyispHo-
cenemuueckoe ucciedosanue (Ne M00021 24,
05.02.24): ougpghysnas cpeounnasn enuoma, H3IK27M
mymanmnuas, CNS WHO Grade 4. Mymayuii eenog
BRAF, HIST1H3B, HISTIH3C He 6bisa61€eHO.

Lpu xonmponvrou MPT 201061020 M0o32a ¢ KOH-
mpacmuvim ycunenuem 25.01.24 (puc. 2) onpeoe-
AANACH OCMAMOYHAA ONYXO0Jb NO BEHMPAIbHOU
nosepxHocmu cmeona mosea. llayuenmke nposeoen

Puc. 1. MPT ronosHoro mo3ra ot 18.12.23 (npegonepaunorHas). lNprmedanme: pucyHOK BbINOSIHEH aBTOpamu
Fig. 1. Brain MRI 18.12.23 (preoperative). Note: created by the authors
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Pwuc. 2. MPT ronosHoro mo3ra ot 25.01.24 (nocneonepauunoHHas). [MprMeyaHne: pucyHoK BbINOMHEH aBTopamu
Fig. 2. Brain MRI 25.01.24 (postoperative). Note: created by the authors

Kypc 1yuegoll mepanuu Ha 001Acmb ONYXoau U 30Hbl
cyoraunuueckozo pacnpocmpanenus 0o COI 54 I'p
6 nepuoo ¢ 19 ¢espansi no 3 anpensi 2024 2. Ilo npo-
epamme One Foundation 9 anpens 0bL10 6bINOIHEHO
MONEKYISAPHOE UCCNe008aHUe ONEPAYUOHHO20 Mame-
puana, naiidenvt mymayuu: H3-34 (H3F34) K27M,
PIK3CA Q546E, TP53 R273C. IIpu ouepeonoti MPT
207106H020 M0O32a C KOHMPACMHBIM YCUIeHUeM Om
19.05.24 (puc. 3) 6 30He onepayuoHHo20 6Meuamenb-
cmea 6 oonacmu 1V srcenyoouxa, cemucghep mosoiceuxa,
uepes MO3AHCEUKA, MOCINA, HOXHCEK MO32d ONPeOesIUC
nocieonepayuonnbie U3MeHeHUs C pacuuperHuem
npasoll MOCMO-MO3MACEUKOBOU YUCTNEPHDBL, PA3MEDDL
Kucmo3snou noiocmu cocmaeasgau 3,5x3,1x3,1 cm;
oauHasa nonocms mamnonuposana 1V sxcenyoouex,
HApOCa OKKIAIO3UOHHAS, MPUSCHMPUKVIAPHAS 2UOPO-
yeghanus; 8vIAGIAIACH V3106AsL 30HA HEOOHOPOOHO20
HAKONIeHUs KOHMPACHMHO20 8eujecmsed no npasomy
KOHMYpY KUCMO3HOU NOIOCMU, HOBbIL 0Ua2 8 CIPYK-
mype npasoeo 60K08020 JHcenyoouxa. YoeoumenvHvix
OQHHBIX 30 BMOPUYHOE NOPAICEHUe CNUHHO20 MO32a
u e20 0b010ueK He DbLILO NOYUEHO.

Coenacno Koucyrbmayuu Heupoxupypeos, peko-
MEHO08AHO OPEeHUPOBAMb KUCHIO3HOe 00pa3osanie,
29.05.24 nayuenmxa 20CRUMAanu3upo8anad 8 omoeie-
Hue demckou Hetpoxupypeuu HMUIL] netipoxupypeuu
um. axkaoemuxa H.H. Bypoenko, npogedeno onepa-
MUBHOE BMeULamenbcmeo 6 obveme OpPeHUPOBaAHUsL
Kucmosnou onyxonu 1V scenyoouxa u cmeona 20106HO-
20 M032d ¢ HetpOPU3UONOSULECKUM MOHUMOPUHSOM.

CUBUPCKIM OHKONOTMYECKUW XXYPHAT. 2025; 24(5): 81-95

1lo oannvim xonmponvrou MPT 2ono6no2o mozea om
05.06.24 (puc. 4) onpedensinucy nocieonepayuorHole
UBMEHeHUS 3a0Hell YepenHoll AMKU, NPUSHAKY NAMOo-
JI02UYECK020 KOHMPACMUPOBAHUs Kpaes nocieonepa-
YUOHHOUL NOIOCMU, YMO MO0 C8UOEMelbCE08amb
06 0CmMamo4Hotl Onyxon1esot MmKaHu, COXPAHANC CO-
JUMAPHLILL 04de 8 CMPYKMype npagozo 60K08020 dice-
ayoouka. Pebenok svinucan uz cmayuonapa 05.06.24
8 Y0081emBOPUMENbHOM COCMOAHUU.

Ilo oannvim MPT 2onoenozo u cnunnozo mos2a
¢ KoHmpacmuwvim ycuienuem om 14.07.24 (puc. 5)
ommeueHa cmabduIu3ayus Onyxoie8o2o npoyecca, no-
pasicenus CRUHHO20 Mo32a He sviasiero. C 27 utonsa no
16 cenmsbps 2024 2. nayuenmra exceOHe6Ho NOIyHaLa
annenucu6 6 ooze 150 me 1 pas 6 cym.

Cnycms nonmopa mecsya mama Cmana ommeyams
y pebeHKa amrkocmo npu Xo0voe, ciabocnv 8 NPasbIxX
koneunocmsx. IIpu MPT 201061020 u cnunnoz2o mozea
¢ KoHmpacmuwvim ycuienuem om 06.09.24 (puc. 6)
8bIABIIEHO NPO2pecCUposanie 3a001e6anus 8 8uoe
NPOOOIHCEHHO20 POCIA ONYXONU C MECTHbIM V8eiu-
yeHuem 30Hbl NOPAXCEHUS. HA YPOBHe CMBOLA MOo32d
U MO3JHCeUKa C COXpaHenuem CONUMAapHO20 oYazd 6
CmMpYKmype npasoco HOK08020 HCenyOOUKd, 8 CEA3U C
uem npuem mapeemuHo2o npenapama ommeHeH oem-
CKUM OHKOJIO2OM.

Iayuenmxa Koucyrbmuposauna paouomepanes-
mom @I'BY « PHLIPP» Mun3dpasa Poccuu, npunsmo
peutenue 0 npogedeHUul Kypca no8mMopPHOU JIy4esot
mepanuu. C 4 okms6psi no 2 nosiops 2024 2. npogeden
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Pwuc. 3. MPT ronosHoro mo3sra ot 19.05.24 (MP-koHTponb Ne 1 nocne JIT). NMpumeyaHne: pucyHOK BbIMOMHEH aBTOpamMm
Fig. 3. Brain MRI 19.05.24 (MRI follow-up No. 1 after radiotherapy). Note: created by the authors

Puc. 4. MPT ronosHoro moara ot 05.06.24 (KoHTpornb nocne apeHnpoBanus). lNpumevaHmne: pucyHOK BbIMOMHEH aBTopaMm
Fig. 4. Brain MRI 05.06.24 (Follow-up after cyst drainage). Note: created by the authors

86 SIBERIAN JOURNAL OF ONCOLOGY. 2025; 24(5): 81-95



OrbIT PABOTbl OHKONTIOMMYECKUX YYPEXOEHUIA

xkypce JIT 6 obveme 0bnyuenus 6ce2o 00vema 20106H020
mozea, PO/] 1,6 I'p oo COH 35,2 I'p. B nepuoo ¢ 3 no
5 HoAbOps Oesouxa cmana nPedvasaAMyb Hcal00bl HA
207106110 D0, He KYRUPYIOWYIOCS AHATTb2EMUKAMU, 6
c6a3u ¢ yem 5 noabps nposedena KT 2onoenozo mosza,
npu komopou evissiena suopoyegarus. B HMUL[H

um. akademuxa H.H. Bypoenko 8 HosOps nposedena
yemanoexa BIII, nocie yeeo 11 Hoabps Oesouxa
nosmopuo eocnumanuzuposana 6 PI'LY « PHI[PP»
Mun3zopasa Poccuu ons npooonscenus JIT. C 14 no
18 nosbps 2024 2. nposeden kypc JIT na obnacme
Memacmamuieckozo oudza 8 MexNCHCENyOOUKO8OU

Puc. 5. MPT ronosHoro mo3sra ot 14.07.24 (MPT-koHTponb Ne 2 nocne J1T). lNprmedaHne: pucyHoK BbINOSIHEH aBTOpamu
Fig. 5. Brain MRI 14.07.24 (MRI follow-up No. 2 after radiotherapy). Note: created by the authors

Puc. 6. MPT ronosHoro mo3sra ot 06.09.24 (MPT-koHTponb Ne 3 nocne J1T). NpumMeyaHme: pucyHOK BbIMOIHEH aBTOpamMu
Fig. 6. Brain MRI 06.09.24 (MRI follow-up No. 3 after radiotherapy). Note: created by the authors

CUBUPCKIM OHKONOTMYECKUW XXYPHAT. 2025; 24(5): 81-95
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nepezopooxe, PO/ 2 I'p, COA 6 I'p, oonaxo 6 cessu
¢ Hapacmanuem 20N06HbIX DONel U OMCYMCmeuem
aghghexma om npumenenuss HIIBC 19.11.24 npunsmo
peuienue o 3aseputenuu JIT 86udy puckos oanvHeli-
we2o0 yxyouenus cocmosnus. /lesouxa nanpagnena 6
CReYUAIU3UPOBAHHOE YUpedcOeHue OISl CUMNIOMA-
MUYECKO20 NeUeHUsL.

Knunuueckuii cyuaii Ne 2

Hayuenmra M., 11 nem, ouaenos: /uppyszuasn
cpeounnas H3K27M-ymymanmuas enuoma mocma u
cpeonetll nodicku mo3oiceuka cnpasa, WHO Grade 1V.
Cocmosnue nocie yoanieHus 9K30(umHno20 KOMNo-
nenma onyxonu 21.02.22, nyyesoti mepanuu Ha 30Hy
onyxonu ¢ mapma no mati 2022 2.

3abonesanue manupecmuposano 6 nauane sHeaAps.
2022 2., ko20a nosasunracey 2unocmesus 6 ooaacmu
KOHYUKA S3bIKA, NOCMENEeHHO PACUUPAIOWAACS NO
6cemy A3BIKY, 3ameM NPUcOCOUHUNUCH WUAMKOCMb
nOX00KU, 080EHUe 6 21A3aX, NOGbIULEHHOe Cle30me-
uenue uz npaeoeo enasa. lpu MPT eonosrnoco mosea
¢ xoumpacmuvim ycunenuem om 27.01.22 (puc. 7)
8bIAA6IEHO 00bEMHOE 00PA306AHUE MOCMA U CPEeOHel
HOJICKU MO3JICEUKA CRPABA, UHMEHCUBHO HAKANIUBAIO-
wee KOHMPACMHOE BeUeCmeO.

Tayuenmra eocnumanuzuposana 6 HMHUHL] um.
axademura H.H. Bypoenxo, e0e 21.02.22 gvinonneno
yoanerue 9K30(UmH0O20 KOMRNOHEHMA 00bEMHO20 00-
PA308aHUsL MOCIA U CPEeOHEll HONCKU Mo3diceuka. Tpu
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konmpoavhou MPT conosnoco mosea om 24.02.22
(puc. 8) onpedenanucy NpUHAKU HATUYUSL OCIAMKO
onyxonu, pazmepamu 9X6 Mm, no HUNCHe-nepeoHemy
KOHMYPY NOCLE0NePAYUOHHOU 30Hbl, YHACHOK UleMUl
no 3a0HeMy KOHmYpY NOCIeOnepayuonHoll 30Hbl, d
maxoice HaAKoONieHue KOHMpACcmHo2o euwiecmad no
6cemy KOHMYpY NOCLE0NePayuoHHO 30Hbl.
Tucmonoeuueckoe 3axmouenue om 01.03.22: ougp-
Qysnasn cpeounnasn enuoma H3K27M-mymanmmuas,
WHO Grade 1V. C 25 mapma no 13 mas 2022 2. nayu-
enmka nonyuuna kype JIT na obracme onyxonu cmeona
u cpedHeti Hodcku mosxceuxa cnpasa, COL 54 I[p. B
X00e ounamuieckozo Haonooenus npu MPT 2onoerozo
Mo3ea ¢ konmpacmuvim ycuienuem om 21.06.22 (puc. 9)
ommeyeHo noseieHue cyoINeHOUMAPHBIX 00PA308aAHULL
6 OOKOBBIX JICENYOOUKAX, 6 C653U C UeM NPOEeOeHO 2
YUKILA RPOMUBOPEYUOUBHOU MOHOMEPAnuU Oesayusy-
ma6om. Ipu IIDT-KT ¢ "' C-memuonurnom om 31.10.22
6 NpoexyUU nepeoHUx 0moenos8 HOKOBLIX JHCeNYOOUKO8
ONpedenanach NAMoI0SUeCKast MKAHb C YMEPEHHOU U
BbICOKOU Memabonuyeckol akmueHOCMbI0, 8 NPagoll
HOJI0BUHE CIBOJLA U NPABOLL CPEOHEN HOHCKE MO3IHCEUKA
Ha yposHe NoCmie4eOHbIX UsMeHeHUl OMMeYeHO HU3-
xoe naxonnenue P@II. [layuenmka KoHCy1bmuposana
paouomepaneemom PI'BY « PHL[PP» Munszopasa
Poccuu, npunamo pewenue o npogedenuu Kpanuocnu-
HabHO2O0 00IyUenUs ¢ Oycmom Ha 0bracms Memacma-
MUYECKO20 NOPANCEHUS HCETYOOUKOBOU CUCmeMbl Ha

Puc. 7. MPT ronosHoro mo3sra
oT 27.01.22 (npegonepaunoHHas).
lMprmeyaHve: pucyHoK BbINOMHEH aBTOpaMm
Fig. 7. Brain MRI 27.01.22 (preoperative).
Note: created by the authors
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Puc. 8. MPT ronosHoro mosra
oT 24.02.22 (nocneonepaunoHHas).
MpumeyaHme: pucyHoK BbINOSHEH
aBTOpaMu
Fig. 8. Brain MRI 24.02.22 (postoperative).
Note: created by the authors

Puc. 9. MPT ronosHoro mo3ra
ot 21.07.22 (MPT-koHTpornb Ne 1).
MpumeyaHne: pucyHoK BbINOSHEH

aBTOpaMu
Fig. 9. Brain MRI 21.07.22
(MR follow-up No. 1).
Note: created by the authors
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¢one napannenrvnoil mepanuu besayuzymadom, Kypc
JIyuesoll mepanuu nposedeH 6 08a smanda: co 2 Hosaops
no 14 oexaops 2022 2. u ¢ 9 sneaps no 24 ameaps 2023 a.
Hanvretiwas cyovba nayuenmxu Heuzeecmud.

Knunuueckuii ciyuaii Ne 3

Hayuenm I1., 10 nem, ouacnos: Jugghysnas cpe-
ounnas K27M-mymanmuas enuoma ¢ nopasjcenuem
Baponuegozo mocma u npooonzosamozo mozea. Co-
cmosiHue nocie yOaneHust 9K30umno20 KOMNOHeHma
onyxonu (30.11.23), kypca nyuegoii mepanuu ¢ AH8aAps.
no mapm 2024 e.

3abonesanue manupecmuposaio 6 okmsbpe
2023 2., koeda nosisuiacs psoma 00 2—3 pasz 6 Oewb,
6 ocnognom 6 ympennee epevs. Ilpu MPT 2onosnoco
mosea om 06.11.23 (puc. 10) svisasneno odvemnoe 06~
pasosanue cmeoia Mo3ed.

Pebenox nocmynun ¢ HMUIL] netipoxupypeuu um.
axademuxa H.H. Bypoenxo, 20e 30.11.23 gvinonte-
HO MUKpoXxupypeuueckoe yoajieHue 3K30(PUmHozo
KOMNOHEeHmMAa HOB8000pA308aHUSL CIMBONA 20108HO20
Mo32a ¢ HeUpoPU3UOIO2ULECKUM MOHUMOPUHSOM.
Tpu xonmponwvrnou MPT 2onoenozo mozea om 10.12.23
(puc. 11) onpedenanace ocmamounas onyxoiegas
MKaHb Oe3 NPU3HAKO8 HapYULeHUsl TUKEOPOOUHAMUKL,
nocneonepayuonnas nueemoyedaius. I'ucmono-
euyeckoe 3aknouenue (obuoncus Ne Q05586 23-1,
13.12.23): mopghonoeuyeckas kapmuHa coomeen-
cmeyem acmpoyumapHou 2iuome ¢ 8blCOKOU Npo-
JughepamueHol akmueHoCmbi0, OUphepenyuaibHolil
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ouacno3 mexcoy nunoudnou acmpoyumomou Grade 1
u ougghysnou cpeounnou enuomoti Grade 1V. 3axnio-
yeHue MONEKYIAPHO-CeHEMUUECKO20 UCCIe008ANUS.
(Ne M0O0173 23, 29.12.23): eviasnena mymayus
H3F34, eapuanm K27M; ne sviagneno mymayuii
BRAF u HISTI1H3B. C-oughgpysnas cpeounnas enuoma
¢ mymayueti H3FK27M, Grade IV.

C sneapsi no mapm 2024 2. nposeden kypc JIT na
001aCmb ONYXONU CMBOIA 20108HO20 MO32A 8 PENCUME
Kaaccudeckoeo @paxyuonuposarus 0o COL 54 Ip.
B oanvuetiwem nHaxoouncs nod OuHAMuiecKkum Ha-
bnrodenuem no mecmy scumenrvcmea. B mae 2024 .
MANLYUK cmai npeovaGiAms Jdcanodbl Ha MOUHOMY,
201106HY10 60716 U 2071080KpYiceHue. TIpu KonmponbHou
MPT 2onosnozo mozea om 22.05.24 (puc. 12) eviseneno
JIENMOMEHUHEEANbHOE PACNPOCIPAHEHUE NO 000I0UKAM
207I06HO20 U CRUHHO20 MO032d, d MAKJIce pacnpocmpa-
HeHue no JHcery0ouKkosoll cucmeme. PebeHok KOHCYIb-
muposan paduomepanesmom 28.05.24 omnocumenvho
BO3MOJICHOCIU NPOBEOCHIUS NOGIMOPHO20 KYPCA IY4e60U
mepanuu, 00HAKO, YUUMbIEAsL NOKATUIAYUIO U XaPAKMep
HOB000PA306aHUS 201I08HO20 MO32d, CPOKU, NPOueoulie
nocne okonyanus JIT, xapakmep memacmamuyeckozo
npoyecca, makoe aiederue ObLi0 CONPSNHCEHO C PA3GUMU-
eM JIy4es020 HeKpo3d, PeKOMeHO08AaHA KOHCYIbMaYlsl
OHKOI02a 071 peuleHiist BONPoca 0 YUmoCmamudeckou u
mapeemuotl mepanui, 00HAKO pebeHOK no2ubd om Obixa-
MeNbHOU HeOOCMAMOYHOCIU CRYCMSL 2 Mec nocie ycma-
HOBIEHUA (haKma npoepeccuposanus 3a001e6aHs.

Pwuc. 10. MPT ronosHoro mosra
ot 06.11.23 (npegonepaunoHHas).
[MpymeyaHne: pucyHOK BbINOMHEH aBTOpamMm
Fig. 10. Brain MRI 06.11.23 (preoperative).
Note: created by the authors
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Puc. 11. MPT ronosHoro mosra
ot 10.12.23 (nocneonepaunoHHas).
lprmeYaHve: pucyHoK BbINOMHEH aBTOpaMm
Fig. 11. Brain MRI 10.12.23 (postoperative).
Note: created by the authors

Puc. 12. MPT ronosHoro mosra
o1 22.05.24 (koHTponb Ne 1 nocne J1T).
MpuMeyaHue: pucyHoK BbINOSHEH
aBTOpaMu
Fig. 12. Brain MRI 22.05.24
(MRI follow-up No. 1 after radiotherapy).
Note: created by the authors
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PesyabTarbl

B mporiecce quHamudeckoro HaOmOACHUS y 6
(15 %) n3 38 marmentoB ¢ JJCI' npu ananmmze MPT-
JAaHHBIX B TeUeHUE 6 Mec (OT 2 10 5 Mec, MeauaHa —
4,5 Mec) mocie XUPYyprudecKoro BMEIIaTeILCTBA U
rocyeyomuero Kypca gsokansHoi JIT BeIsABIEHO Hexa-
pakrepHoe nporpeccupoBanue JICI' B Buzie meracra-
3UPOBaHUS 110 KEITYIOUKOBOM cucTteme. B ocTanbHON
YacTH KOTOPTHI MAIEHTOB, HE MPOXOJUBIINX Yepe3
npouenypy Ouorncuu, mog0OHBIH XapaKkTep mporpec-
cupoBanus He Habmronancs (p<0,002), y 96 (69,5 %)
JTUATHOCTHPOBAH MPOIODKEHHBIH POCT OMyXOIHU B
nepuon ot 5 10 9 mec nocie okoH4anus Kypcea JIT, 4
(2,1 %) naumenTa MOTUOIM OT POTPECCUPOBAHUS B
BUJIC JIENTOMEHUHI€AIbHOTO METACTa3UPOBAHUS IO
CIITHHOMY MO3TY.

Obcy:xnenue

HccnenoBanue onepanoHHOTO Marepuania urpa-
€T BaXXHYIO POJb B pa3paboTKe TepaneBTUUECKUX
MOJIXO/IOB; BHEPEHHE MOIEKYISIPHO-TEHETHYECKUX
METOJIUK, Hanpumep uccienoBanusi Foundation One,
MO3BOJISIET U3YYUTh IE€TEPOTCHHOCTH OMYXOJH Y
OOJIBIIMHCTBA MALMEHTOB CO 3JI0KaYE€CTBEHHBIMU 00-
Pa30BaHUSAMU F'OJIOBHOTO MO3I'a, IEPCOHNBHULINPOBAT
ne4eOHYI0 U MPOTHBOPEIMINBHYIO TaKTHKY, CBOCB-
PEMEHHO PHUMEHUTh TapreTHyo tepanuio [19-22].
CoBpeMeHHOE HEHPOXUPYpPrudecKkoe 000pydoBaHHE
B BHJIC MHTPAONEPALMOHHOIO Heipodusnonoruye-
CKOTO MOHUTOPHHTA, CTEPEOTAKCHUECKON HAaBUTAIIUN
CIOCOOHO 00eCIeYNTh NOTYyUYSHHE THCTOIOTHYECKOTO
Mmarepuana rnpu JICI' oTHOcuTensHO Oe30macHo, 4To
OTKPBIBAET BO3MOYKHOCTH AJIsl U3yUYEHUS CBOMCTB 3THX
OITyXOJIeH U JaeT HaJle)K oy OOpeUeHHBIM B HACTOAIIIEE
BpeMsl MalueHTaM. AKTHBHO HPOBOAATCS UCCIIENO-
BaHUs 0 MPUMEHEHHUIO OHKOJIIMTHYECKUX BHPYCOB,
JCHPUTHBIX BaKLIMH, HOBBIX TapreTHBIX IPENapaToB
npu JICI, B TOM 4Yncie TpH OMyXoJsIX ¢ MyTalHuen
K27M B rene H3F3A, oqHako IOKa HE HaijgeHO
JICUCOHBIX OMIIHMHA, CIOCOOHBIX YAYYIIUTh OOIIYIO U
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