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AnHoTanug

Jluzambpuonsiacmuueckas Heiipoanumenuanshas onyxons (JHI0) — dobpokauecmeenHoe 2NUOHELPOHANLHOE HOB00OPA308AHUE, KAK NPABUIO,
gcmpevaioujeecs y demeii u nodpocmkos, 8 nodasnsiouem OOTbUUHCMBE CNYUaes ACCOYUUPOBAHHOE C (APMAKOPe3UCMEHMHOL anusencuetl.
O6biuHo anusnenmuueckue NPUCIynbl S6NIOMCS OCHOBHbLM U 8 OOMbUILHCMBE Clyuaes eOUHCMBeHHbIM KauHuueckum npossneruem JHA0. He-
cmomps Ha mo umo JJHAO — dobpokauecmeennas, Guonozutecku cmaduibHas onyxosb ¢ eOUHUYHbLMU YNOMUHAHUAMU O CyUaSX MANUZHU3AYUL,
OHa S6715lemcs 00HOLL U3 Hauboiee Yacmbx NPUYUH XUPYP2UHeCK020 JieUeHuUs INUTeNcULl, INUTeNnMOo2eHHbILi NOMeHYUA JMOL 0nyX0/L HACMObKO
gbicok, umo JJHHO, Hapady ¢ 2aenuo2uoMOol, noyHUU HEOPUYUATbHLL MEPMUH «ANUTENTOMbl» U ¢ 00JLUIUM OMPLIBOM JUOUPYIOM 8 2pynne
onyxozeti HU3Koli cmeneHu 310Ka4ecmeeHHOCML, ACCOYUUPOBAHHBIX ¢ ONUMeNbHbIM MeyeHueM anunencuu. Ecmy mHeHue, umo makas anunenmo-
2eHHoCMb 00YC/0671eHA TIOKaU3AYUel] OnyXO/U 8 HeoKopMeKce U Yacmoti accoyuayueti eé ¢ hokanbHoLMu KopmuKkaishuimu ducnaasusmu. Hamu
obHapyKeHb! edunuuHble ynomunanus o JHIO0, He accoyuuposanHsix ¢ anusencuetl.

B cmamye npedcmasnen onsim komnaekcHoli Mexoucyunaunapoti duazkocmuxku JJHIO y pebénka be3 snunencu, komopelii 0Gpamucs ¢ xano-
0amu Ha uacmvle npucmynsl 207106Holi 00U, B x00e KomnekcHozo 00¢1e008aHUS NPU MAZHUMHO-PE3OHAHCHOL MOMOZPAPUU 207108H020 MO32A
Obls1 00HAPYIKEH KOPMUKATIHO-CYOKOPMUKAbHbIL namosiozudeckuil cybempam 6 negoii gucouroli doie, umeiowjuti paduosiozuueckue npUsHaKU
JIHB0. Ipu 6udeo-DIT-MOHUMOPUHZe HOUHOZ0 CHA He ObLIO 3APe2UCMPUPOBARO INUJENMUDOPMHbLX 3HAKOS. B anamuese He ommeuanocs anu-
JIeNMUYECKUX NPUcmynos U UbIX napokcusmos. [lpu noemopHOLl MazHUMHO-PE3OHAHCHOL MOMOZPaGUU 2071084020 MO32a OOHAPYKEHO y8enu-
ueHue pasmepos Namoso2uteckozo cybcmpama, Ymo nocayKua0 nogodom Ons Xupypeuueckozo edenus. [lamomopghonoeuteckoe uccredosarue
8bLA6UI0 MuKkpockonuueckue npuskaku JJHI0. Dmom cryuati omcymemeus anunencuu y pedéuka ¢ kopmukanshoti JH30 6 kope sucouroli donu
n0360/15em NPednosIoKuMb, YUMo CNEKMp e€ KAURUYECKUX NPOABAEHUL] U MeyeHuUs PACKPbIM He NOAHOCMbI0 U mpebyem 0a/ibHeliliez0 8CecmopoX-
He20 U3yeHus.

Knrouesvte cnoea: 6u33M6puon/1acmwecxa,q Helijf?nleeJluaﬂbHaﬂ onyxoJiv, ZﬂI,lOHelijHaJleble onyxoJnu, nayuesm 6e3 anunen-
cuuy Heﬁpoeus’ya/m:aaqug anujiencuu

Oruueckoe yrBepskaenue. VcenenoBanye MPOBOAMIOCH TIPK A0OPOBOIBHOM MH(GOPMUPOBAHHOM COI/IACHHM 3aKOHHBIX MPE]-
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CASE REPORTS
Dysembryoplastic neuroepithelial tumor
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Abstract

Dysembryoplastic neuroepithelial tumor (DNET) is a benign glioneuronal neoplasm, usually found in children and adolescents, in the vast major-
ity of cases associated with drug-resistant epilepsy. Typically, epileptic seizures are the main, and in most cases, their only clinical manifestation.
Although DNET is a benign, biologically stable tumor with few reports of malignancy, it is one of the most common reasons for epileptic surgery.
The epileptogenic potential of this tumor is so high that DNET s, along with ganglioglioma, have received the informal term “epileptomas” and are
by far the leaders in the group of low-grade tumors associated with long-term epilepsy-associated tumors (LEAT). It is believed that this epilepto-
genicity is due to localization in the neocortex and frequent association with focal cortical dysplasias (FCD). In the world literature, there are only
a few mentions of DNET s not associated with epilepsy. The article presents the experience of complex, interdisciplinary diagnosis of DNET in a child
without epilepsy who complained of frequent headaches. During a comprehensive MRI examination, a cortical-subcortical pathological substrate
was discovered in the left temporal lobe with radiological signs of DNET. During video-EEG monitoring of night sleep, no epileptiform signs were
recorded. There was no history of epileptic seizures or other paroxysms. A control MRI revealed a slight increase in the size of the pathological
substrate, which was the reason for surgical treatment. Pathological examination revealed microscopic features of DNET. This case of absence
of epilepsy in a child with cortical DNET in the temporal lobe cortex suggests that the spectrum of its clinical manifestations and biological behavior
is not fully understood and requires further comprehensive study.
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Beenenue

BriepBbie TepMUH «IM3IMOpHOIIACTHYECKAS HEAPOITUTENTH-
anpHas onyxonp ([HOO0) B 1988 r. npepnoxumm C. Daumas-
Duport © coaBT, KOTOpble BBIAEWIM TPYNNy OIMyXonei
C YHUKaIbHBIMA MOPHOIOTHYECKUMU 0COOEHHOCTAMH, BKITIO-
YaIOLMMY KOPTHKAa/IbHYIO JIOKANM3aLMI0, MHOTOY3/I0BYIO ap-
XUTeKTOHHUKY, reTeporeHHbli KJIEeTOUHbI COCTaB M Hanuyue
crnierduueckoro mMoHeipoHanpHoro anementa [1]. Ha Ha-
CTOAWMI MOMeHT BbiensaioT Tpu dopmbl JHOO: mpocrtyio,
C/IOKHYIO U HeclelUIecKylo; BHE 3aBUCHMOCTH OT TaKOTO
No/MMOpQU3Ma, OHA OTHOCUTCS K OIYXO/ISIM HU3KOHU CTelleH!
3710KaUeCTBEHHOCTH, C eAMHAYHBIMU YTIOMUHAHUSAMH O CITy4Ya-
fIX aHarIacTryeckoil Tpancdopmaum [2, 3]. JHO0 asnsores
BTOPbIMU N0 pacrpoCTPaHEHHOCTH ONYXO/SMH, acCOLMUPO-
BaHHBIMH C XPOHUYECKO# TPY/IHOKYpabesbHOM MuIericriei 1,
Hapsay C FaHMIMONIMOMaMH, BXOZAT B KPYT TPaJMLMOHHBIX
TIpeicTaBUTesIel IPYIIbI ONyX0J1el HU3KOH CTelleHH 3/10Kayve-

CTBEHHOCTH, aCCOLMUPOBAHHBIX C J/IUTENbHBIM TeUeHHeM 311H-
nencuy (low-grade tumors associated with long-term epilepsy
associated tumors, LEAT) [2, 4]. [lna onyxoneit rpynnst LEAT
xapakTepeH Habop 0OLMX KIMHMKO-IIATOMOP(OIOrHUEcKUx
¥ paJMONOTMUecKUX KpUTepyeB: accolyanus c dapmakope-
3MCTEHTHOI MO0 TPYAHOKYpabesbHOi SMuUIIericriel, Bo3pacT
nebTa 1o 20 net, yactas JOKaIM3aUMs B BUCOYHOM [OTIe,
OTCYTCTBME BBIPO)KEHHOTO HEBPOJIOTMYECKOro AeduuuTa
¥ KpaiiHe pefiKvie cyyan Manurausany [2, 3, 5]. Fanrmwormvo-
mbl 1 [THYO mupupyrot B rpyrme LEAT ¢ 6osblimm 0TpbIBOM.
Hanpumep, B 0xHO# 13 cambix GOJbLIMX KOTOPT MALEHTOB,
TPOLIe/IIINX XUPYPIUYecKoe JiedeHHe SMUJIeNCHH 10 T0BO-
ny omnyxorneii rpynmst LEAT, onu cocrasnsm Gonee 70% Beex
HOBOOOpazoBaHuii [6]. Bo MHOKECTBe MCC/IeI0BaAHME AMUTIEN-
torenHocTs [IHYO noxonut 1o 100%, 1 oHK 3acmyeHHO Mo-
Ty4Yn/v HeopuLanbHOe Ha3BaHKUe «ITIENTOMBI, TIPHMEHSIe-
MOe CIeL{aCTaMy, 3aHUMAaIOIUMUICS U3YUeHeM OIyxoseit
rpymmbl LEAT [7, 8].

110 Annals of clinical and experimental neurology. 2024; 18(3). DOI: https://doi.org/10.17816/ACEN.1126



KMHUYECKiA PASBOP

B Harueit cratbe omucas cyyaii obHapyxenns JHIO ¢ atu-
MAYHBIM KIMHUYECKUM TeuyeHHeM y peO€Hka, He CTpajaro-
1Ilero 3Muserncyuei, NpoIleiero XMpypruyeckoe JeveHue
110 MIOBOZY OIMyXOJIN.

Onucanye KIMHAYECKOTOo cayvad

lMaupent T, 12 net, obparuscs K HEBPOJOry C xanobamu
Ha MIepUOANYeCKH BO3HUKAIOLIYIO TOIOBHYIO 0071b, ECIIoKos-
IL[YI0 €ro OKOJIO ro/ia NocyIe MOTy4YeHHOH 3aKphITOM uepenHo-
MO3TOBOM TpaBMbl, ¥ HapyLIEHUE Peud, KOTOPOe POAUTENH
ONMUCBbIBA/MIM KaK THXYI0 HeWIeHOpas/elbHYI ¥ BO3HUKAIO-
LIyI0 TIPY BOJIHEHKMH. B pamkax KoMruiekcHoro o6cresosa-
HH{, BKJIIOUAIOILEr0 POBE/IeHNe MarHUTHO-Pe30HAHCHOH TO-
morpacuu (MPT), y peGéHka ObUT BbISB/IEH NATOIOTMYECKUI
cyOcTpar B J1eBOi BHUCOYHO-TEMeHHOM ose. OCHOBBIBASsICh
Ha pajMO/IOrMyecKoi KapTHHe W JIOKaIM3alluy, Mpezarnoso-
KUY Haluyue y TalueHTa OMyXOMH, MPeflosoXkKUTebHO
JHO0, ¢ muddepeHnyanpHbIM AUarH030M MHOM OMyXOJH
rpymnsl LEAT (puc. 1).

Puc. 1. MPT ronoBHoro mosra manuenta I'. mpu mepsom o0cremo-
BaHHHL.

[JlononHuTenbHoe  00pasoBaHie B 3aiHeATepalbHBIX OTHEIAX
JIeBOM BMCOYHOM [0/ C BOBJIEYEHHMEM TEMEHHOM JI0NM C Xapak-
TepHo# ansg JJTHOO mynbTHKMCTO3HO!M CcTpyKTypoil («soap-bubble
pattern»), cyOKOpTHKaIbHO/KOPTUKA/bHOM JIOKaNU3alyei U TpaHc-
MaHTHHAHBIM pacrpocTpaHeHreM B 0071aCTb 3a[HEr0 pora romorna-
TepanbHOro 6okoBoro xenyaouka (4, B, C). Ha carutranbHbix cpe-
3aX OTYET/IMBO OMpEJeNeTCsl BOBJIEYEHHEe TEMEHHO! [0 JIEBOTO
nonywapus (D). ObpasoBaHue He JEMOHCTPHPYET PECTPUKLIMU
maddysun u nepudokanbHoit peakiun (E). Ha nsobpakenusax T1
SPC ISO c TomuuHo# cpesa 1 MM OTUET/IMBO BU3yanu3UpYHOTCSA
MY/IBTHKHCTO3HOE CTPOEHHEe 00pa30BaHMs U TPEUMYILEeCTBEHHas
JIOKaNU3alys B KOPTUKOMeAY/IApHOit 30He (F).

Fig. 1. Brain MRI of patient G. at his first examination.

A%esion is seen in the posterolateral area of the left temporal lobe
with involvement of the parietal lobe, with a multicystic structure
(“soap-bubble pattern”) typical for DNET, with subcortical/cortical
location and transmantle spread to the posterior horn of the homo-
lateral lateral ventricle (4, B, C). On sagittal slices, involvement of
the parietal lobe of the left hemisphere is clearly seen (D). The le-
sion does not demonstrate restricted diffusion or perifocal reaction
(E). T1 SPC ISO images with a slice thickness of 1 mm clearly show
the multicystic structure of the lesion and its predominant location
in the corticomedullary area (F).

[ln3ambpuonnacTuyeckas HeipoanuTenuanbHas onyxonbs

VunrbiBast xano0bl malMeHTa Ha SMU30MbI TONOBHOM (0/H
¥ NOMMMOPQU3M BO3MOKHBIX aTHNMYHBIX MPOSBIEHNH BU-
COYHOM 3MUIENCUH, ObUIO MPUHATO PELIEHHE O KOHCY/IbTa-
LMY 3NUIENTOJIOra U POBEAeHUU BUe0-J0-MOHUTOPUHra
(B9OI') nouHoro cHa. [lo pesynbraram B3BI-monuTOpHHIra
6610 chOPMUPOBAHO C/IEAyIOLiee 3aK/OUEHHUE: PErvcTpH-
pyoTcs MeasieHHbie U AudpysHbe OUOMOTEHIMANBI Pe3y-
Lya/bHO-OPraHMyecKoro xapakrepa ¢ $HOKycoM MezeHHO#H
TaTONOrMYeCKOH aKTUBHOCTU B J1eBOH JI0OHO-LIeHTpanbHON
0671aCTH B BU/IE YACTBIX BCIIBIIEK BBICOKOAIUIUTYIHOIO, Ma-
POKCU3Ma/IbHOTO TeTa-puTMa. YeTKOM, IOKalIbHOW U MEXIIO-
TyLIapHO} acHMMeTpUM He BblAB€HO. TUIMYHAas 3muner-
THAYeCcKass akTMBHOCTb He peructpupyercs. TonepaHTHOCTb
K TMIIOKCUM COXpaHeHa. KOpKOBbIN 3MU/IENTOreHe3 COOTBET-
CTBYeT BO3pacTy.

[Tpn M3yyeHnH HEBPOIOTMYECKOTO cTaTyca He ObIo 00Hapy-
’KEHO M3MeHEHUH CO CTOPOHBI BBICLIMX MCUXHYECKUX (YHK-
LWii, B IBUTaTeNbHON M YyBCTBUTENbHOM cdepe, a Takxke
CO CTOPOHbI YePEITHbIX HEPBOB.

HpI/I c6ope dHAMHECTUYECKMX NdHHbIX MAalKUEHT U POAUTENIN
HE OTMeYa/i KaKux-oo 3aCnyKMBaOLUIMX BHUMAHWA 31U~

2021 2022

Puc. 2. lunamuueckue MPT ronosroro mosra naunuenta I. yepe3
1 rog.

llpu ananuse usobpaxenwit ot 2021 u 2022 rr. ompexnensioTcs
Oostee BBICOKKE DEJAKCALMOHHbIE XAPAKTEPHCTHKM 00pa3oBaHus
B MMIY/bCHBIX nocneioBaTesbHocTAX T2 u FLAIR. Bonee otuérm-
Bas BU3ya/lu3alys MyIbTUKUCTO3HOH CTPYKTYPbl U TPaHCMaHTHIl-
HOTO pacrlpoCTpaHeHus B 06/IaCTb 3ajiHEr0 pora JeBoro GOKOBOro
xenynouka. [Ipy peTpocrieKTHBHOM CpaBHEHMM SBHbIX NPU3HAKOB
TIporpeccuyl pasMepoB, TIPUCOeVHEeHNs Nepru(OoKaNbHON peaKLiu
u Macc-3hdekTa He otMeuaetcst (A-D). [pu BHYTpHBEHHOM BBefie-
HUM MarHUTHO-Pe30HAHCHOTO KOHTPACTHOTO CPEeJCTBA MaTONIOrHye-
CKO aKKyMyJISLIMM KOHTPACTHOTO BelllecTBa B CTPYKTYpe MaToso-
rudeckoro cyberpara He BbissieHo (E).

Fig. 2. Follow-up brain MRIs of patient G. 1 year later.

When images from 2021 and 2022 are compared, higher relaxation
properties of the lesion are determined in the T2 and FLAIR MRI
sequences. The multicystic structure and transmantle spread to the
posterior horn of the left lateral ventricle are visualized more clearly.
The retrospective comparison shows no signs of enlargement, perifocal
reaction, or mass effect (A to D). No abnormal accumulation of an in-
travenous MRI contrast agent is seen in the structure of the lesion (E).
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Dysembryoplastic neuroepithelial tumor

30/10B I0TEpPU CO3HaHUA Unu cygopor. [Ipu Mexaucuumnm-
HApHOM 00CY’KI€HNH TAKTUKY BeJIEHU MalyeHTa ¢ yIeToM
BbISIBJIEHHBIX M3MEHEHWH B JIeBOM BMCOYHO-TEMEHHOU [oie,
OTCYTCTBMS SMMJIENTUUYECKUX TPUCTYIOB, U3MEHEHUI B He-
BPOJIOTMYECKOM CTaTyce, pe3yabTaToB BODI-MoHuTOpHMHTa
ObUT BbIiCTaB/eH muarHo3 «HeliposnurenuasbHas OMyXoib
JIeBOW BUCOUHOM fony, npeanonoxutenbHo [AHOO0» u pexo-
MEH/I0BaHO AUHAMUYECKOe HaOMIOfeH e,

[Tpu kouTponbHOit MPT uepes 1 ro ObuTv BbISBIEHDI HEOUe-
BUJIHbIE PU3HAKY OMOJIOTMYECKON HecTabUIbHOCTH TaToso-
ruueckoro 06pasoBaHus (puc. 2), B CBSI3M C YeM HEMpOXHU-
pypramu GbLI0 PUHATO peliieHre 00 orepaTHBHOM JIEYeHHH.

BblIo NpOBEIeHO MUKPOXMPYpPruUyeckoe yzasieHue OMyXomu
7IeBOM BUCOYHOW [0/ TOJIOBHOTO MO3ra CjleBa M0J KOHTPO-
neM Helipodusnosnoruyeckoro MoHutopuHra. [lo pesyrnbra-
Tam NaToMop(OIOrMYeCcKoro Kec/ejoBaHusl pe3eLipOBaHHOM
TKaHU BbIB/IEHBl MUKPOCKOIIMYECKIE U UMMYHOTHUCTOXVMU-
yeckyie Tpu3Haky mpoctoit ¢opmer JHIO Huskoil cremeHu

37noxauecTBeHHOCTH (puc. 3). Ilpu neTanpHOM M3ydeHHH pe-
3eLMPOBaHHbIX (DPArMEHTOB KOpbl [aHHBIX 00 accoLyanuu
¢ dokanpHOI KopTuKanbHOH Aucriasuer (PK/) He momyde-
HO. JlOmONMHUTENPHO TPOBEAEHO MOJEKY/SIPHO-TeHeTHYe-
CKoe TecTMpoBaHue TkaHu onyxonu MetozoM FISH ¢ [IHK-
3oHaamu, myrtauuit BRAF V600E v cnusauus KIAA1549-BRAF
He BbIABJIEHO.

Bpems mocronepaiionHoro Habmozenns mnanuenta [. Ha
MOMEHT Myb/MKauy cocTasniser 11 Mec; amuIenTHyecKux
TNIPUCTYIIOB, MAaTOMOTMYECKAX WM3MEHEHWI B HEBPOJIOrAve-
CKOM CTaTyCce He OTMEYeHo.

O0cyskpeHue

OcHOBHBIM, 8 BO MHOTHX C/y4asX M €JMHCTBEHHbIM K/MHU-
yeckuM TpossiaenveM [HDO daBndioTcd smuienTUdeckue
TIPUCTYIBI, TPYAHO MNOAJAIOIIMECS] KOPPEKLUU C IOMOLIbIO
TIPOTHBOSNWIENTHYECKON Tepamuy. [Jo HacTOAIEro Bpeme-
HU B OOLIEZOCTYIHOW MEIWIMHCKOM JINTEpaType OIKCaH

B

Puc. 3. [locronepaunonnas MPT nanuenra I'. u pe3ynbraTel naToMop¢0/10rM4ecKoro Ucc/ie0BaHusL.

MPT peMoHCTpHpyeT TOTa/lbHOE y/iaIeHre OMyX0JIH JIeBOH BUCOYHO-TEMEHHON 06/1acTy ¢ TPaHCMaHTHHAHOM ZOPOXKKOH 1 coceniHedl Kopoii (A).
Ha rpanuue ceporo u 6enoro BeLiecTBa BU3Ya/IM3MPYETCs OMyXOJeBas TKaHb, IOCTPOEHHASA U3 KJIETOK, MOP(MOJIOTMUYECKU CXOKHUX C OJIMIO-
JIeHAPOLMTaMH, KOTOpble (OPMHUPYIOT OfHOHAIpPAB/EHHbIE Lenouky. Cpesiy OMMCAHHBIX LEOYeK HAOMIOAA0TCs MAKPOKKCTbI, 3aI0HEHHbIe
MyKouzHbIM cy6eTpaToM (B). B OTHE/IbHBIX MUKPOKMCTAX BCTPEYAIOTCSA PACIONOKEHHbIE B MYKOUIAHOM Martepuane HeApOHbI («[UIaBaoLiue»
neiipoHbl) (C). XapakrepubiMu 11 [JJHOO siBsioTcst akCOHBI HEHPOHOB, GOpMUpYIOLIIKe Napasiie/bHble TSKU, MEIOLIHe TO JKe HalpaBJIeHue,
YTO M KOJIOHHBI OJIUTOZIEH/IPOITIMA/bHBIX K1eTOK. ONMCaHHBIE CTPYKTYPBI HAa3blBAIOTCA CreLPUUECKMMU [MIMOHEPOHAIBHBIMU 31eMEeHTaMH,
TUIMYHBIME JISL JaHHOU ornyxo/i. IMMYHHOe OKpallnBaHue ¢ aHTUTENOM K Oesky HeiipodunamenTos (D).

Fig. 3. Postoperative MRI and morphological findings of patient G.

MRI demonstrated total removal of the tumor from the left temporoparietal region with the transmantle track and adjacent cortex (A). At the
border of the gray and white matter, tumor tissue was seen, which consisted of cells morphologically similar to oligodendrocytes, which formed
unidirectional chains. Microcysts filled with mucoid substrate were observed in these chains (B). In individual microcysts, there were neurons
located in the mucoid material (“floating” neurons) (C). In DNETS, neuronal axons form parallel cords that have the same direction as the co-
lumns of oligodendroglial cells. These structures are called specific glioneuronal elements, and they are typical for this tumor. Immunostaining
with anti-neurofilament protein antibody (D).
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eMHMuHbIA cnyyaii [THOO y B3pocoro marpenTa Ge3 mpu-
CTYTOB. ABTOpbI CBSI3bIBA/M TaKOe HETWUIMYHOE MOBeZeHHe
c orcyrctBueM OKJI B mepurymopanbHoil kope [9]. Bmecte
c Tem accoranus ¢ K/l cuntaetcs 0lHUM U3 OCHOBHbIX, HO
Jla7eKo He eJUHCTBEHHbIM (aKTOPOM BBICOKOU 3MHU/IENTOreH-
Hoct [JIHDO [6, 10]. Ha ceropuamHuii feHb aKkLEHT cenaH
Ha TPEX OCHOBHBIX TMIOTE3aX, OOBACHSIOMWIMX MPOUCXOKIIE-
HUE 3MUJIENICHY TIPY OMyX0JIsiX. [[Be M3 HUIX (3MU/IENTOLeHTPH-
YecKas M OIMyXoJleLieHTpUYecKast) MOAUEPKMBAIOT KIIIOYEBYIO
POJIb OMyXOJTH, & TPEThs — POJib 0OHAPYKUBAEMBIX B €€ TKaHHU
MOJIEKY/IAPHO-TeHeTHYecKux abepparwii [3, 6, 11, 12].

CornacHo 3MUIENTOLIEHTPUYECKOMY IIO/IXOZY, M3MeHeHMUs,
NPUBOAAIINE K TUNEpPBO30YAUMOCTH B MEPUTYMOPAIbHOM
KOpe, UrpaioT KJII0YeBYI0 POJb B BO3HUKHOBEHWU SIUJIEIl-
cvi. DTO CBA3aHO C MeTabonMueckumu, Mopdosoruye-
CKMMMY, HEHpPOTPaHCMUTTEPHBIMU ¥ HMMMYHOJIOTHYECKUMU
U3MEHEeHUsAMU B ONYXO/eBOH M IepUTYMOPAalbHOW TKa-
Hu [11, 13]. PasnuuHble HapyueHMs KOPTHKAIbHOIO pas-
Butus, ocobenHo OKJI, uacto obHapyxuBaiOTCS PALOM
C NMeAuaTpUYecKMMM OMYXOMAMH TOJIOBHOTO MO3ra, Urpas
Ba)XHYI0 pO/ib B pa3BUTHUM anunerncuu. Kak mpasuio, 3To
OK][ I Tuma, KoTopsle camu mo cebe 061a4al0T BHICOKUM
3MU/IENTOreHHbIM OTEHIIMAN0M, a acCoLMaLs C OMyXO0Ibi0
rpynnbl LEAT menaer takoit cy6eTpaT cyrnepanuienToreH-
HbIM. AHaJIM3 IUTepaTypbl TOBOPUT O LIMPOKOM /iMana3oHe
4acTOThl OOHApY)KeHHs acCOLMaLyy HefpoanuTenas-
Heix omyxoneit ¢ OKJ] — 20-80% [6, 10, 14]. YV nauuenra I.
He ObUI0 0OHApY)KEHO HAPYIIEHWH APXUTEKTOHUKH MepHu-
TyMOpaabHOM KOpBl B MaTepuanax, Npe/jocTaBleHHbIX I
naToMop¢osIoruuecKoro MccaefoBanys. M aToT aprymeHt
paccMaTpuBasCcsl HAMK Kak BO3MOXKHBINA (axkTop, NOBIHU-
ABLIMMA HAa OTCYTCTBME Yy TNauueHra smwaencud. OpHako
3TO He MOXET CUMTaTbCs eJMHCTBEHHO BEpHbIM MpeAro-
JI0’KeHUeM, TI0TOMY UTO HEKOTOpble omyxonu rpymnbl LEAT,
accouuupoBaHHble ¢ OKJ| wiM MHBIMM KOPTHKaIbHbIMU
[M3TeHe3uAMH, BCE yaile 00HAPYKUBAIOTCS y TALKEHTOB,
He crpajawuux snuencueit [14, 15]. [loatomy Bompoc
o ponu nepurymopanbHoit OKJ| B pasBuTuM snmmentH-
YecKUX IPUCTYNOB OCTAETCS OTKPBLITHIM, HCCTIe/J0BaHUA
B 9T0# 00/1aCTH JI0/DKHBI GbITh TPOJIOTIKEHBL.

OnyxoneLieHTpUYeCKUH TOAXOJ 3aK/IIYaeTcs B TOM, UTO
SMUWJIENTHYeCKas aKTUBHOCTb CIPOBOLMPOBAHA CaMoil omy-
XO7IbI0, BO3HMKAET M3-3a e NPSMOro MeXaHWYecKoro BO3-
ZelicTBus. Macca onyxonu U OTEK BbI3bIBAIOT MOBbILIEHNE
BHYTPUUEPEIHOTO [IABJIEHUS, UTO NIPUBOAUT K TUMonepdy-
3UM Mo3ra. DT0 CrocoOCTBYET JIOKAIbHOMY DaspylIeHHIO
TKaHY, WLIeMUY, HeKpo3y, GOpMUPOBAHUIO HOBBIX COCYZIOB,
BbI3bIBaET MUKporemopparuu 1 Bocnanenue [11, 13]. B cay-
yae ¢ mauueHToM [. He ObUIO OTMEUYEHO THIMYHBIX PU3HA-
KOB HEOIIaCTMYECKOro Ipoliecca, TaKUX Kak macc-3ddexT,
nepuoKanbHbIl OTEK WM HeoBacKynspusauus. PasHuua
peJaKCaLMOHHBIX XapaKTePUCTUK U (0Jiee OTUET/IMBbIE Tpa-
HULBI KUCTO3HOTO KOMIIOHEHTa, 0€3 3HAUMTEJIbHOTO YBeJIH-
YeHHs1 pasMepoB, KOTOpble ObUIM MPHHSTHI CHELMaNUCTaMuU
3a MPOrPeCCHio, MOTYT OOBACHATBCS Pa3NUUYHBIMA MapKaMu
MP-ckaHepoB, Ha KOTOPbIX ObUTH [POBeZeHbI AUHAMUUECKHUE
HCCTIe/IOBAHUS.

Takum 00pa3oM, oOHapyskeHHas y MaleHTa onyxo/b Oblia
OTHOCHTE/IBHO OMOJIOrMYeCKH CTa0kIIbHA, YTO TEOPEeTHUYECKH

[ln3ambpuonnacTuyeckas HeipoanuTenuanbHas onyxonbs

MOIVIO TIOB/UATh Ha ee SIHJIENTOreHHOCTb, MCXOAA U3 OIy-
XOJIELIEHTPUYECKO# Teopuu. Bmecte ¢ Tem 37ech Hazo 065-
3aTe/lbHO OTMETUTb, UTO ONyXOJeLieHTpUYecKas TUNoTe3a
6buta ompoboBaHa Ha TIMOMax W Gosee MpUMeHMMAa K Bbi-
COKOAarpeccuBHbIM (JOpMaM 3THX ONYXOJIel], XapaKTepH3yio-
IMMCS OBICTPBIM TIPOrpeccHpoBaHueM [6].

B nurepatype nossnsercs Bcé Gonblue coobiieHuit 0 BO3-
MOXHOM CBfI3M ONpefeNéHHbIX TeHeTUYeCKUX MyTaLui,
06HApYKMBaeMbIX B OMyXOJIAX, C BOSHUKHOBEHUEM 3IIUJIEN-
THYeCKUX InpucTynoB. Hosas knaccudukauus omyxorne,
BBefigHHasA ¢ 2021 r, yuuThIBaeT He TOJbKO TMCTOJIOTHYe-
CKYIO CTPYKTYPY, HO ¥ Ha/lu4yMe KOHKPETHBIX FeHeTUYeCKHUX
myrauuit [16]. VcenenoBaHus BbIIBUIM HECKONbKO TeHETH-
vecKiX (aKTOpOB, CBA3AHHBIX C Pa3BUTHEM 3MHUJIENCUN TIPH
OIyXOJISIX TOJIOBHOTO MO3ra, TAaKUX Kak Kopeneuus 1p/19g v
myranud [DHI/IDH2. Oy nipefnonararot, 4To 3TH MyTaLyH
MOTYT BJIMATb Ha HaslaHC MeKY TOPMOKEHHEM U BO30YKie-
HUEM B MO3Te, BbI3blBas 3MMIENTUYecKHe pUcTys! [17, 18].
OpHako TpaguuKoHHble onyxony rpynmnbl LEAT He cBsi3aHbl
C 3TUMH MyTalUsAMY, YTO CTABUT IO/, COMHEHHE 3TO INpen-
TosoKeHye. BeposiTHee Bcero, reHeTHYeCKUe U3MEHEeHNU, 0T-
BETCTBEHHbIE 3a OMyX0JIEBbIY MUIENTOreHe3 Ipy OMyXosax
rpymmnbl LEAT, MOryT HaxofuTbCA B MyTAX CAPKOMBI KPBICHI,
MmuToreHakTuBupyemoeil nporerHkuHassl (RAS/MAPK) u
¢ochorHo3uTHA-3-KMHA3EL, IPOTEVHKYHA3D! B, Muineny pa-
namunyHa y mnekonuraomux (PIK3-AKT/mTOR) [19]. Ha-
npumep, mytauuu FGFRI u BRAF V600E, cBsizaHHbIe C 3TUMH
nytam, obHapyxusatotes B JHIO [3, 16]. Ectp nybmuka-
IJUM, B KOTOPBIX YKa3blBAETCs, UTO OOHapyeHHe MyTaluu
BRAF V600E B TKaH/ OMyXO0/IX MOXET KOPPeaUpoBaTh C Xya-
MM TIPOTHO30M IOCTONEepalMOHHOr0 UCXo/a 3MUIeNcCU U
TNPOBOLIMPOBATh PeLUAXB Heomnactiieckoro mpotecca [20].

B namem cnyyae Mbl UMeny OrpaHMYeHHble BO3MOXKHOCTH
I71sl TIPOBeZleHUsI MOJeKY/ISIpHO-TeHeTYecKoro TecTUpOBa-
HKA TKaHH OMyXond. B Hawem pacropsskeHuu Gbiia BO3SMOX-
HocTb moucka mytauuii BRAF V60OE w cnustaus KIAA1549-
BRAF wmertomom FISH c¢ [IHK-3onmamu, xoTopeii He pan
pesynbTaToB. Mbl He CMOIVIM TIPOBECTH TOMCK Haubosee Xa-
paktepHoit o IHBO myrauuu FGFR1, onHako Mbl He Haul-
7Y B NUTEpaType AaHHbIX O e€ yyacTUM B BO3HMKHOBEHWU
OMyXO0JIeBOrO 3nujienToreHe3a, B otauuue oT BRAF V600E
u cnusaHusa KIAA1549-BRAF.

Emé onHMM BO3MOXHBIM (paKTOPOM OTCYTCTBHS SIHJIENCHN
y mauuenta . mMor GbiTh I0HBIA Bo3pacT. HecMoTps Ha To
uro Gonee 90% naruentos ¢ JHOO crpamaror smusencueit
B Bo3pacre 10 20 7ieT, NOSIBSIOTCA COOOIIEHUs O CyYasx
no3zHell MaHudecTaluy TPUCTYIOB, CBA3aHHBIX C 3TOU
onyxonblo [2, 21]. B ofHOM M3 KpymHeHIINX MCCe/j0BaHui
naruentos ¢ JJHOO cpemuuit BospacT neboTa 3mUiencuu
cocraBun 14,6 rona (ot 3 Mec no 54 net), a Bo3pacT Ha Mo-
meHT onepauuu — 30,5 roma (6-65 ner) [22]. Ecu yuects,
YTO BO3pACT MalyeHTa [. HA MOMEHT orepanuy COCTaBUI
12 neT, TO CyIIeCTBYeT BEPOSITHOCTb, UTO 3IMJIENCHs MOT-
na nmeGootupoBaTh B Oosee mosaHem Bospacte. OpHako
B [IDyrOM MCC/Ie[IOBAHNUH, IPOBE/IEHHOM CpeJy JieTel, cpes-
HU BO3pacT J1e010Ta AMIIENTUYECKHX IPUCTYIIOB COCTABHUIT
8,1 rona (ot 2 Mec no 14 net), a BO3pacT Ha MOMEHT Orle-
pauyn — 12,4 rona (3,25-18,5 roga), 4To TaKKe CTAaBUT MOJ
COMHEHHe TaKoe Npezrnonoxenue [23].
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Dysembryoplastic neuroepithelial tumor

Xopowo u3BecTeH MOMMMOPQU3M KIMHUYECKUX MpOSIBIIe-
HUI STIMJIENCHK, 0COOEHHO ecv e CTPYKTypHas OCHOBa
JI0Kanu3yeTcsa B BUCOYHON fose. [{0BOJBHO 4acTO CHMIITO-
Mbl OT/IMYAKOTCS OT KJIACCUYECKUX NPOSBJICHUN 3MUMEINCHH,
YTO MOXXET ObITb HEBEPHO HCTONKOBAHO CMELUaTuCTaMH,
He 3HAaKOMbIMH C TIPOO/IEMOH, 11 10 3TOW MIPUYMHE TALUeHTHI
MOTYT He II0/1y4aTh aKTya/bHbIX AAArHOCTUYECKUX MAHUILY-
nauuit u Tepanuu. B cnyydae ¢ natuentom I 6bU10 IpoBesieHO
KOMIUIEKCHOe 00criesioBanue, rhe mpu BOII-MoHuTOpHHTE
He 3aperuCTPUpOBaHO TUIMYHOM IMWICNTUYECKOW aKTUB-
HOCTH B OOAPCTBOBAHMK ¥ BO CHE, a TAaKXe TPHU MPOBeJe-
HUM QYHKLMOHAMBHBIX TIPO6. Posiurenu 1 pebEHOK Hanuuue
3MU30/0B CYJOPOKHBIX IIPUCTYIIOB WA MHbIX TAPOKCU3MOB
B aHaMHe3e He OTMevald. B HeBpO/IOruyeckoM craryce
He ObUIO OOHApY)XeHO MaTONOrMYecKoil CHMITOMATHKH,
a OCHOBHBIM K/IMHUYECKUM TIPOsBIeHHeM ObUIH ano0bl Ha
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