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Mugpghysnas acmpouumoma c arvmepayueii MYB uaru MYBL 1 — Hogblii MoneKyasapHo-eeHemuuecku onpedeasemblii noomun oug@gysHvix
2AUOM Neduampu4ecko20 muna HU3KOU CMeneHu 310Ka4ecmeeHHocmu. Bnepevie danmbli 6U0 HO8000pazoeanus 0OblLl 6KAKUEH
6 Kaaccuukayur onyxoneil UeHMpanbHoi HepeHol cucmemsl Bcemuproi opeanusayuu 30pasooxpanenus ¢ 2021 e. B aumepamype
ONUCAHO 02PAHUYEHHOE YUCAO CAYHACE C AHANOSUYHBIM 2UCMOMOACKYASAPHbIM npodhuiem. Onyxons xapakmepusyemcs: 01a20NpUsMHbIM
KAUHUMECKUM Me4eHUeM U NPOCHO30M.

B nacmosuweii pabome npedcmasnien KAUHUHECKUI CAY4ALl ACMPOYUMOMbL 20106H020 Mo32a ¢ arvmepayueii MYB/MYBL1 y desouku
2 nem. OcobeHHOCHbIO 0aHH020 HAOAIOO0eHUs A8ASemCs OMCYMCMaEUe Cheyu@u4eckoeo npomueoonyxone6020 AeveHus — nayueHmie
He npogodunacy xumuoayyesas mepanus. bvina evinoanena auwib cmepeomaxcuueckas OUONCUS ¢ NOCAEOVIOUell 2UCMON0UMECKOl
U MonekyaspHoil eepugpuxayueil duaeHosa. Cnycms § nem om MOMeHMA YCMAHO8AeHUs OUACHO3A Y NAUUEHMKU He onpedeasemcs
npoepeccus 3a004€6aHUS C HEKOMOPbIM YMEHbUIEHUEM PA3Mep0o8 ONYXoau 6 OUHAMUKe.

CoenacHo Hawum OaHHbIM, npedcmaegaeHtblil cayuail acmpoyumomsi ¢ arvmepayueid MYB/MYBL I seéasemcs yHuKanbHbim 045 pOCCULICKOI
MEOUUUHCKOL AUMepamypbl.
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Diffuse astrocytoma with MYB or MYBL I alteration is a newly defined molecular subtype of pediatric-type low-grade diffuse gliomas. This
tumor type was first included in the 2021 World Health Organization classification of tumors of the central nervous system. To date, only
a limited number of cases with a similar histo-molecular profile have been reported in the literature. The tumor is characterized by a favorable
clinical course and prognosis.

This report presents a clinical case of a brain astrocytoma with MYB/MYBL 1 alteration in a 2-year-old girl. A distinctive feature of this case
is the absence of any specific antitumor treatment — the patient did not undergo chemotherapy or radiotherapy. Only stereotactic biopsy was
performed, followed by histological and molecular verification of the diagnosis. Eight years after the initial diagnosis, the disease remains
stable, with some reduction in tumor size observed over time.

According to our data, the presented case of MYB/MYBL I-altered astrocytoma is unique within the Russian medical literature.
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Beenenue

Huddysnas actpouutoma ¢ anerepauuein MYB
(myeloblastosis) wiu MYBLI (MYB proto-oncogene
like 1) — HOBBII MOJEKYISIPHO-TEHETUYECKN OTpee-
JisieMblid ToATUI IUdGY3HBIX MJIUOM MEeIUaTPUYECKOTrO
TUIA HU3KOU CTETEHU 3/T0KAaYeCTBEHHOCTU. BriepBhie naH-
HBII BUJIL HOBOOOpa30BaHU ObLT BKJIIOUEH B KJIaccudurka-
LIVIO OITyXoJel 1eHTpanbHoi HepBHOU cuctembl (LIHC)
BcemupHoii opranmzaiuu 3apaBooxpaHenusi (BO3)
B 2021 r. [1]. [ITMOMBI HU3KOU CTEMEHU 3I0KAYECTBEHHO-
cTU — Haubosiee paclpOCTPAHEHHbBI TMCTOJIOTUYECKUA
TUIT OMYXOJIEN B IETCKON HEMPOOHKOJIOTUU, OH COCTaB-
nstet okosio 30—40 % Bcex onyxoneit HHC [2]. Knaccu-
dukanus BO3 5-ro mepecmotpa, Oosee HarpapieHHAs
Ha MOJIEKYJISIPHYIO XapaKTepUCTUKY HOBOOOpa30BaHUS,
BBIIEJISIET TPYMIBI OMYyXOJei CO CXOAHBIMU THUCTOIMATO-
JIOTUYECKUMU MPU3HAKAMU, HO Pa3HBIM MOJIEKYJISIPHBIM
npoduieM, HalIpuMep, HOBBII BApUAHT MeIUATPUIECKUX
omnyxoJiert LIHC — nuddy3Hble rmmoMbl HU3KOM cTeneHn
3JI0KAaYECTBEHHOCTU MeIMaTpU4ecKoro TUMa ¢ ajabTepa-
uveit MYB/MYBLI [3].

Ota rpynna aud@y3HbIX IMOM XapaKTepU3yeTcs
otcytcTBUueM myTauuii /DH v mytauuii ructona H3 (omy-
xosib IDH-pauxoro tuna u H3-aukoro tvna) v Haimuvem
anprepaniuu reHoB MYB wiu MYBL I, KOTOpble MOTYT

BCTpeyaTbcd B 2 moatunax Au(@y3HbIX [JIMOM Meau-
aTPUYECKOTO BO3pacTa: AaHTMOLIEHTPUYECKOW TJIUOME,
JUTSI KOTOPOii Hamboiee xapaktepHo ciusiuue MYB::QKI,
u 1uddy3HOI acTpOLIMTOME, aCCOLMUPOBAHHOMN ¢ MyTa-
nusmu wim nepectpovikamu MYB vnu MYBL 1. Cemeii-
ctBO TeHOB MYB n MYBLI Ha3BaHO B 4eCThb OIHOM-
MEHHOTO TeHa BUpyca MTUYbETO MUenodnacto3a. Bupyc
MYB BbI3bIBaeT MuUEI0071aCTO3 (MUETOUAHBINA JIEHKO3)
y kyp. AHK-meTunupoBanue omnpenensieT ructomMosie-
KYJISIpDHBIA TMAarHo3, a MpoBeJeHUE TaHHOIO UCCIIEeN0Ba-
HUg 00s13aTesibHO Mg ero Bepudukauuu. [1o aHamusy
t-SNE tmmombet MYB/MYBL1 oGpa3yloT enuHbIi Kia-
CTEpP HE3aBUCUMO OT THCTOIATOJOTUYECKOTrO AUArHo3a
WM aHATOMUYECKOTO PAaCITONOXEHUsI. DTOT pe3ysbTar
Hapsay C MEePEeKPhIBAOIIUMUCS KIMHUYECKUMU, HEUPO-
BU3YAIU3ALMOHHBIMU U TUCTOIATOJIOTUYECKUMU XapaK-
TEPUCTUKAMU TOATBEPXKIAET TMPENNOJOKEHNE O TOM,
yto oMbl MYB/MYBL I nipenctaBisitoT coO0i ennuHoe
3a00JIeBaHUE C PSIOM KJIMHUYECKUX U MaTOJOTMYECKUX
xapaktepuctTuk. O0a MOJEKYISPHBIX MOATUMNA JEMOH-
CTPUPYIOT WMHAOJEHTHOE (BSJIOTEKYIEE) KIMHUYECKOE
TeYEHUE, HU3KUI NporcepaTUBHbINA MOTEHIMAT U, KaK
cJencTBUE, OJaronpUsITHBIM MPOTHO3 C IOKa3aTessIMu
o011l BBKMBAEGMOCTH, TOCTUTAIOIIUMHK 95 % Tipu ycio-
BHMM CBOEBPEMEHHOM TUArHOCTUKY U HaGmoneHust [4—6].
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HeBponornueckuii ne0I0T OMYXOJU 3aBUCUT OT ee
JIOKaJIM3alMK: 4aile 3To cygoporu (48 %), arakcus
(15 %), ronoBHbie 60711 (12 %), a TaKXKe Mape3bl YePEerHO-
MO03roBbeIX HepBoB (12 %). HaubGosee pacmpocTpaHeHa
MoJTyLIapHast JJOKanu3amus omyxonn (66 %), Takxke BO3-
MOXHO €€ pacrojioxeHue B Tagamyce (15,15 %) u cTBoiie
rojosHoro mo3sra (18,18 %) [4].

B MupoBoii nutepaType omucaHo 35 ciaydyaeB ITMOM
HU3KOM CTEMEHU 3JI0OKAYECTBEHHOCTU C ajbrepauuei
MYB/MYBLI. Mbl TipenctaBisieM ellle OAWH CiaydJait
B LEJSX [IEMOHCTpallMd BbIOOpa CTpaTervMy BeIeHMS
MalyeHTa.

Kimaugeckwmii coryqaii

Hesouka, 2 cooa, ¢ cumnmomamu ocmpoii pecnupamop-
HOU BUPYCHOUL UHDEKYUU, NOBbIUEHUEM MEMNepamypsl mead
do 38 °C u cydopoeamu eocnumaauzuposana 6 omoeneHue
PeanHumMauuy U UHMEHCUBHOL mepanuu 6 CMauuoHap no
mecmy cumenvemed. OHKO0A0UHECK UL AHAMHE3 OMSLOUeH:
cmapuias cecmpa nepeHecaa 0Cmpulii AUMpodaacmubwlil neii-
K03, Haxo0umcs 6 pemuccuu, y 0edywKu no AUHUU omya —
3/10KauecmeeHHoe H08000OPA308anue Kocmeil, y npabadyuKu
1O MAMEPUHCKOU NUHUU — PAK NECKUX.

Ilo mecmy ocumenvcmea degouxe 0bl10 NPoGedeHO
obcaedosanue no snunpomokoay. Ha sarexmposuueghano-
epamme 3apeeucmpupogana pecuoHaAbHas Snulenmugop-
MHASL GKMUBHOCMb 8 /1e60M 3A0HEBUCOUHO-3aMbIAOYHOM
peeuoHe.

Boinoanena — maeHUmMHO-pe30HAHCHAS — MOMO2papus
(MPT) 201081020 MO32a: 6 Oenom eeujecmee 1e80il BUCOHHOI
004U 8bI5181€HA 30HA USMEHEHHO20 MACHUMHO-DE30HAHCHO20
(MP) cuenanra HenpasuabHoil 08anbHOL hopMbl pasmepamu
86 x 68 x 65 MM, ¢ HepOBHbIMU, HEHEMKUMU KOHMYPAMU.
Ha nocmkoumpacmueix T1-636ewentbix u300pasiceHusx
(BH) naxonnenue konmpacma 6 OaHHOI 30He He OMMeUeHO.
Cmpykmypa 3016l Heo0HopoOHasi, M P- cuenan eunepunmen-
cusHvtii Ha T2-BH, caabo eunounmencuenviii Ha T1-BHU,
CUNOUHMEHCUBHDILL 6 UeHmpe U SUNEPUHMEHCUBHBII NO
nepughepuu 6 pexcume FLAIR, usmepsemolii ko3gpguyuenm
ougpghysuu noeviuwen. Ommeuenvi MP-npusnaku unmpaak-
CUANBHO20 KOHMPACMHEe2AMUBHO20 HOB000PA308AHUS 1€601L
sucouHotl doau (puc. 1).
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Puc. 2. MPT cnunno2o mo32a ¢ KOHMPACMHBIM YCUACHUEM: a4 — UWeHO-
2pyOHOI omoden; 6 — NOSACHUMHO-KPeCmuy08blii omaoen. JlaHHbIX 3a namoaocu-
ueckoe HaKonAeHue KOHMPACMHO20 6eU,eCmea He NOAYHEHO

Fig. 2. Contrast-enhanced MRI of the spinal cord: a — cervical-thoracic
region; 6 — lumbosacral region. No data on pathological accumulation
of contrast agent was obtained

B pamkax ouenku pacnpocmpaneHHOCMU ONYX01€8020
npoyecca evinoanena MPT cnunnoeo mosea (puc. 2) — aen-
MOMEHUHSUANBHO20 PACHPOCTNPAHEHUS. He BbISI8ACHO.

3amem nayuenmke npogedena Ouoncus H08000paz06a-
nus. Tlo pesyasmamam mopgosoeuueckoeo uccaedosanus
onyxoaesvlii mamepuanr 0Ovia npedcmasneH 303UHOPUNb-
HOIM  QUOPUANSIPHBIM MAMPUKCOM € PACNOAAAOUUMUCS
6 Hem KAemouHbiMu demeHmamu. Kiemku xapaxmepu-
308a4UCH CAAD0BBIPANCCHHBIM SOEPHBIM NOAUMOPDUIMOM,
A0pa  eunepxpoMHble, NPEUMYUECIMEEHHO OKPYeaoll uau
08anbHOl opmbl. DHOOmMeauanrvHvle Kaemku cocydog He
demoncmpupogasu npusHakog npoaugpepayuu. Ommeyena
HU3Kas Mumomu4eckas axkmugeHocms. B uccredosanHom
mamepuane 04ae06 HeKpo3a He evisieaeHo. [lpu umnpeenayuu
2UCMON0SUYECKUX CPE308 COAIMU cepebpa PemuKyAUHOBble
BONOKHA BU3YANUSUPYIOMCS  UCKAFOUUMEAbHO 6 CMEHKAX
€ocy0os, umo noomeepouso omcymcmeue nepuyestionsp-
H020 PemUKYA02eHH020 CMPOMANbHO20 Kapkaca. Hecmo-
mps HaQ HU3KUI YPO8eHb MUMOMUYECKOU aKMUBHOCMU,
ONYX04b XAPAKMepu3084.1dch 8blCOKUM NPOAUPEPAMUBHBIM
undexcom (Ki-67) — oxoao 13 %. Ha ocrnosanuu cosokyn-
HOCMU MOPMON02UMECKUX NPUSHAKOE BbICMABACH OUACHO3:

6

Puc. 1. MPT ¢ koumpacmubsim ycuneruem: a, 8 — 6 pexscume FLAIR, Habarodaemces kapmuHna conuoH020 HO8000pa308aHUs 1€60L BUCOUHOL 00AU pa3Mepamil
86 x 68 X 65 MM, ¢ npUBHAKAMU CMeujeHUs CPeOUHHbIX cmpyKmyp; 6 — & pexcume T'1, akmuerno2o HaKonAeHUs: KOHMPACMHO20 8elecmaa He Habadaemcs

Fig. 1. Contrast-enhanced MRI: a, ¢ — in FLAIR mode, a solid neoplasm of the left temporal lobe measuring 86 x 68 x 65 mm is observed, with signs
of displacement of the midline structures; 6 — in T1 mode, no active accumulation of contrast agent is observed
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amanaacmuyeckas acmpoyumoma (AHanAqsus), cmeneHd
3nokauecmeenHocmu 111 no kaaccugukayuu BO3 (WHO
grade I11).

B Yuueepcumemckoii kaunuke letioenvoepea (Heidelberg
University Hospital, Iepmanus) nposedeHst eucmonozuueckoe
U MONEKYASIPHO-2eHeMU1ecKoe UCCAe008AHUS Mamepuana
(IHK-memuauposanue) (puc. 3). luaero3 Obin ymouHeH:
acmpoyumoma neouampu4ecKoeo muna ¢ aivmepayueil
MYB/MYBLI, IDH-0ukoeo muna, omHocauascs K epynne
Qughhysmbix enuom HU3KOU cmeneHu 310Ka4ecmeeHHOCU
demckoeo muna. C yuemom y0o81emeopumensHo20 COMamu-
YecKk0eo0 cmamyca nayueHmKu, a makice 01a2onpusmHbix
NPOCHOCMUYECKUX XAPAKMEPUCMUK ONYX0AU MYAbMUOUCYU-
NAUHAPHBIM KOHCUAUYMOM Oblaa U30paHa evlycudamenvras
makmuka — OuHamu4eckoe HabaodeHue 6e3 NpoeedeHus:
adsr6aHmHOL mepanuu.

B meuenue co0a om momeHma NOCMAHOBKU OUACHO3A
NAayUeHmKa noAY4ana nPOMuUBOCy0OPOICHYIO mepanur, no
pesyabmamam KoHmpoavHoeo uccaedosarnuss (MPT I[HC
¢ KOHMPACMHbIM YCUAeHUeM U 3AeKMmposHyedaroepagus)
OMMeanacy cmaduau3ayus pasmepos onyxoau, 3aukcu-

Puc. 3. Memuasyuonnetii npoghuns onyxoau
Fig. 3. Methylation profile of the tumor

a 0
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Dposamvl ymepenuvle OUpdy3Hbie UMEHEHUs ¢ YCMOUHUBIMU
JNOKAAbHBIMU NPOSGACHUSMU INUACNIMUPOPMHO20 XapaKmepd.

Yepes 1 200 na ouepednoit MPT 2on06H020 Mo32a 6bL10
8bl16/1€H0 yeeauteHue pasmepos onyxoau 0o 103 x 68x 61mm.
Yuumvieas omcymcmeue HegpoaoeUHecKol cuUMnmoMamu-
KU, PEMUCCU) CUMNMOMAMUYecKoll (hOKAAbHOU dnusencul,
0bL10 NPUHAMO peulerue NPOAoAICUMb Habat00eHUe ¢ Npoge-
denuem peeyaspHoeo koumpoas (MPT).

Ha mexywuit momenm, cnycms 7,5 aem om momeHma
nocmauosku ouaerosa, nayueHmia 6 eospacme 10 sem 6e3
NPU3HAKO8 0eKOMNEHCAUUU ONnyxXonee020 npouyecca, omcym-
cmeyem Hesponocudeckuii deguyum. Paszmepsr onyxoau
(97 x 58 x 60 mm) — Oe3 ounamuxu. Jlesouka peeyasipHo
NpUHUMAaem NPOMUBOCYOOPOICHYIO Mepanuro, usuueckoe
U HEPBHO-NCUXUYECKOe pazsumue cOOMeemcmeayem 603pa-
cmy, xo0um & 00ue00paz08amenvHyI0 WKy, 3aHUMAaemcs
manyamu.

Ilocreonsss MPT I[HC ¢ koHmpacmHoiM YycuneHuem
sbinoanena 6 2025 e., uepe3 7,5 nem nocae buoncuu Hoeooopa-
308aHust. ONnyxoab HECKOAbKO YMEHbUIUAACD 8 PA3MePaXx, Npu-
3Hakoe memacmazuposanusi no IIHC ne eviseaero (puc. 4).

Puc. 4. MPT 2on06H020 mosea 6 pexncumax T1 (a) u FLAIR (6) — ommeuaemcs ymeHbuleHUe pasmepos acmpoyumapHoii eauomsl caesa. Mzobpaxcerue
6 peacume T1 ¢ konmpacmubim ycuneruem (8) deMoOHCMpUpyem omcymcmeue HaKonAeHus: KOHMpPAacmuo2o 6euecmeda OnyXoasko

Fig. 4. MRI of the brain in T1 (a) and FLAIR (6) modes — a reduction in the size of the astrocytic glioma on the left is noted. The image in T1 mode with
contrast enhancement (8) demonstrates the absence of contrast agent accumulation by the tumor
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OO0cyxaeHue

AcTtpouutoMbl ¢ anbrepaumneit MYB wim MYBLI
B coBpeMeHHOM Kiaccudukamuu BO3 omyxoneit [THC
(5-i1 mepecmotp, 2021 T.) BBIAENEHBI KaK 2 CaMOCTOSI-
TEJbHBIX MOP(MO-MOJIEKYJISPHBIX MOATUIA: AHTMOLIEH-
Tpuueckas riamoMa (angiocentric glioma) u auddys3Has
acTpouutoma ¢ usMeHenussmMu MYB v MYBL 1 (diffuse
astrocytoma, MYB- or MYBL I-altered). O6a HOBOOOpa-
30BaHUS OIpeIe/IeHbl KaK OITyXOJI1 HU3KOM CTeTIEHU 3J10-
KavyecTBeHHOCTH (grade I) u, Kak mpaBmMIIO, HaOIIOAAIOTCS
MMPEeUMYIIECTBEHHO B JETCKOM M IOHOIIECKOM BO3pacTe
[3]. AHrMoLeHTpUYECKHE TIMOMBI MPEACTABISIOT CO00it
penkuit moarun audady3HbIX oM. Ha MonekynsipHo-
TeHEeTUYECKOM YPOBHE 3TH HOBOOOpa30BaHUs, KakK IIpa-
BUJIO, acCCOLIMUPOBaHbBI ¢ ajbrepauusiMu reHa MYB,
HauOoJiee XapaKTepHbIM sBisieTcs cnusaue MYB::QKI —
XMMEpHasl TPAaHCKPUIMILIMOHHAS €NMHMIIA, BO3HUKAIOIIAS
B pe3yJibTaTe AeJIelMd WM MHBEPCHUM. YKa3aHHOE CJIM-
sIHWE TIPUBOAMT K JEperyssiiiuu akcrnpeccuun reHa MYB
1 vMHakTuBauUuU reHa QKI, BBIMOMHSIONIETO (PYHKIIMIO
cympeccopa OITyXOJIEBOIO pPocTa. DTU MOJICKYJISIpPHBIC
HapyIIeHUSI CIIOCOOCTBYIOT Pa3BUTUIO OIYXOJM C IIpe-
UMYIIECTBEHHO aHTHMOLEHTPUYECKUM pPOCTOM M OTHO-
CUTEJIbHO OJIATONPUSTHBIM KIMHUYECKUM TEYCHUEM.
B nacrosiee Bpemss MYB::QKI paccmaTpuBaeTcsl Kak
MMATHOCTUYECKUI MapKep aHTMOLIEHTPUYECKUX IJIMOM,
WUCIIOJIb3yeMbIlt uisl auddepeHInaIbHON TUAarHOCTUKNA
C IPYTUMM MeauaTpUIeCKUMM IJIMOMaMM HU3KOM cTe-
neHu 3nokadyectBeHHocTu [7]. Huddy3Hble acTpouu-
TOMBI TIEAUATPUIYCCKOTO TUIA MPEUMYIIECTBEHHO acco-
LIMMPOBaHBI C UBMEHEHUSIMU B reHax M YB (6e3 CIIusHUiN)
i MYBLI. DTu MonekyaspHble albTepaliy XapakTe-
pPU3YIOTCS aKTUBALMEHl TPAHCKPUIIIIMOHHBIX (PaKTOPOB,
YYaCTBYIOILIMX B peTyJIsIInU mpoaudepanu u auddepeH-
LIMPOBKU KJIETOK, YTO MIPaeT KIIOUEBYIO POJIb B OHKOIe-
Hese. B oTiimune oT aHrMOLEHTPUIECKUX TJIMOM CIUSHUE
MYB::QKI nyist 3T0r0 MOATUIIA HE XapaKTEPHO.

AHTUOLIEHTpUYECKIE ITMOMbI U AU HY3HBIE aCTPOLIM -
TOMBI ¢ anbrepaneit MYB/MYBL I UMeIOT CXOXYIO K-
HUYECKYIO M HeMPOBU3YaIM3aIIMOHHYIO XapaKTepUCTHUKY,
BKJIIOYasl  MPEUMYIIECTBEHHO  CYNpPaTeHTOPHUAIbHYIO
JIOKAJIM3alKio, HEPeaIKo B 00JacTU KOPHI M MOAKOPKO-
BBIX CTPYKTYp. OMHUM M3 YaCThIX JEOIOTHBIX CUMIITOMOB
y MALMEHTOB SIBJISTIOTCS peppakTepHbIe AMMICHTUICCKIE
MPUCTYIIBI, TIJIOXO IOJAAIoIIecs] MeIMKaMEeHTO3HOM
Teparuy, 4YTO OOYCIOBJICHO ASIMWJICHTOTEHHBIM ITOTCH-
LIMaJIOM JAHHBIX HOBOOOPA30BaHUII U UX KOPTUKAJIbHOM
JoKanuzauuei [7, 8].

HeiipoBusyanuszalimoHHasi XapaKTepUCTUKAa 000X
TUIIOB OITyXOJIell CXOKa: OOBIYHO OHM TMIOMHTEHCHBHBI
Ha T1 u runepunteHcuBHbl Ha T2/FLAIR [2, 3]. Ot™me-
YaeTCsl OTCYTCTBHME HAKOTUICHUSI KOHTPACTHOTO BellleCTBa
WJIM OrpaHUYeHHOI 1udy3un, 3a UCKIIOYEHUEM OJHOTO
clrydast co cinabbiM JUM@Y3HBIM KOHTPACTHBIM YCUIEHU -
€M, OTIMCaHHOTrO B 0030pe. KopTukaabHbIe OITyX0a1 YaCTO
UMEIOT ITOJbYAThIM BUA, HAIIOMUHAST TU33MOPHUOILIACTH -
YecKre HepoamnuTearalbHble HOBOOOPA3OBaHMS, B TO
BpeMsI KaK OITyXOJIM, 3aTparuBalioline 0ojiee KaymaalbHbIe
Y4acTKH, OMUCHIBAIOTCS KaK IUMOYy3HbIE U TUIOXO OuYep-
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yeHHbIe. OTHAKO BCE OMYXOJIM UMEIOT HEKOTOPBIC YePThI
VHQUIBTPaTUBHOTO MaTTePHA.

JArarHOCTUYeCKUII CKPMHUHT HA HaJW4yue M3MEeHEHU I
MYB vinu MYBL1 ocHOBBIBaeTCSl Ha OOHAPYKEHUU CJIUSI-
Huii. B Tekymeit knaccuduxkamuu BO3 mis auddysHoit
acTpOLUTOMBI ¢ anbrepauueid MYB unu MYBL 1 Bbinens-
FOTCSI HECKOJIBKO KJTFOUEBBIX TUarHOCTUUECKUX KPUTEPHUEB.
Kuuciry Hanbosee 3HaYMbIX OTHOCSITCS BBISIBJICHHE MOJIC-
KYJISIPHBIX TIEPECTPOEK C YIacCTHEM ITUX Te€HOB, YTO ITOJI-
TBepKAAETCS METOIOM (hJTYyOPECIICHTHOI TMOpUAN3aLINY in
situ (fluorescence in situ hybridization), a Takke ipoduaem
metunupoBanusa JIHK, kotopslit cooTBeTcTBYET Iuddy3-
HOI1 acTporuToMe gaHHoro Tuma. MetunupoBanue JJHK
CITY>KUT OCHOBHBIM METOJIOM ISt AuppepeHIINAIIN TOTO
MOJTUIA aCTPOLIUTOM OT Ipyrux HoBooOpazoBaHuii LIHC
U SIBJIIETCS MHCTPYMEHTOM B MOJICKYJISIPHOM KilaccubuKa-
LIUY OITyXO0JIei, MO3BOJISIIOIIM TOYHO UACHTUDUILIMPOBAThH
1 OTINIUTB A1 PY3HBIC ACTPOLIMTOMBI C anbrepauueii M YB
unu MYBLI ot apyrux omyxoJjeii, KOTOpble MOTYT UMETh
CXOXMe KIMHUYECKHE M THUCTOJIOTMUYECKHEe XapaKTepu-
CTUKH, HO CYIIECTBEHHO Pa3IMYaIOTCS IO MOJEKY/ISIPHO-
TeHETUYECKUM OCOOEHHOCTSM M ITPOTHO3Y [3].

B wMwupoBoit nauTepaType ONUCAHO OrpaHUYEHHOE
KOJMYECTBO CJIydyaeB IJIMOM HU3KOM CTENeHU 3jJ0Kaue-
CTBeHHOCTU ¢ anbrepanueit MYB/MYBLI (35 GOabHBIX
¢ 1999 mo 2022 r., u3 Hux 33 — B CILIA, o 1 — B bpasuiuu
u IOxHoit Adpuke) [3, 4]. Bo3pacTtHas MmenuaHa rocra-
HOBKM AuarHo3a — 5,4 roma, o01asi BBDKMBAEMOCTb —
6ojiee 95 % [4]. B oTeyecTBEeHHOI JIUTEpAType HAIll CIIy-
yaii 3aperucTpupoBaH Kak MnepBblil. B Tabnuiie npeacras-
JIEH aHaJIM3 BCEeX OIMCAHHBIX B IUTEPAType CIyyaeB.

Bo Bcex ommMcaHHBIX B JIUTEpaType CIydasiX OITyXOJb
ObUta KiaccuduiMpoBaHa Kak auddysHas TaroMa
HU3KOI CTEMEeHU 3JI0KAYeCTBEHHOCTHU, JIEMOHCTPUPY-
[oIass OOIIMPHYI WHGWIBTPAIMIO BeIleCTBA MO3Ta.
B 23 (65,7 %) u3 35 ciy4yaeB OIyxoJib Obljla TUCTOJIOTUYE-
CKM BepuULMPOBaHA KaK aHTMOLIEHTpUYECKas IiImoMa,
TaK Kak Ipeobjamzal XxapaKTepHbIlI aHTMOIICHTPUYECKUI
pocT KieTok, B 7 (20 %) ciyyasix Ol BHICTABJICH IMAarHO3
nucdy3HOM acTpOLUTOMBI, TaK KakK ISl 3TOTO THCTOJIO0-
FMYECKOro THUIIA XapaKTepPeH aHIMOLICHTPUYECKUIA POCT
BOKPYT MEJIKUX COCYI0B, a B 5 (14,3 %) ciydasix ycTaHOB-
JieHa uzomopdHas nuddysHasg rmmoma. Bo Bcex ciyyasax
MIpU TIOCTAHOBKE IMAarH03a aHTMOIIEHTPUYECKOM TIIMOMBI
OITyXOJIEBbIE KJIETKM MMEJIU CBETIYI0 OKpacKy U ObLIU
no3utuBHbI 10 GFAP.

Hu B omHOM 13 MOCIeAyIOMMX UCCAEIOBaHUI OMOTI-
TaTOB WM PELIMIAMBHBIX OOpa3lloB HE ObUIM BBISIBICHBI
TUCTOJIOTMYECKME TIpU3HaKM TpaHcopmauuu. Bce
00pa3lIbl JEMOHCTPUPOBAIN HU3KUIM YPOBEHb MUTOTHYE-
CKOIf aKTUBHOCTH, aHAJIOTUYHBII TAKOBOMY Y TIEPBUYHBIX
oryxoseii. B oTHOIIEHMM MOJIEKYJISIPHOM XapaKTepUCTU-
KM y 2 TIAIIMEHTOB OITyXOJieBasi TKaHb MPOIEMOHCTPUPO-
Basia u3MeHeHus B reHe MYBL 1. Haubonee yacto (n = 23)
Habmoganuch u3MeHeHus BreHe MYB, BTo BpeMsi Kaky 10
nalueHToB ObLIo 3adukcupoBaHo ciausHue MYB:QKI.
Hpyrux reHeTUYeCKUX U3MEHEHUM B OIyXOJIsIX HE ObLIO
00HapyXeHO, YTO MOATBEPKIAET CTAOMIBHOCTh MOJIEKY-
JISPHOTO TIPO(UIISI OTTYXOJIeH C 3TUMU ajbTepaunsiMu [4].
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etal. [5] ] Isomorphic . No
Diencephalon . Near total  Not performed  Not applicable
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B npeacraBieHHOM HaMU KJIMHMYECKOM cCllydyae, Kak
U B Ipyrux pabdoTtax [2, 3], oTMevaeTcs, YTO aCTPOLIUTOMBI
¢ anprepanueit MYB/MYBLI o6nanaloT xapaKTepHBIMU
MP-xapakrepuctukamu. Ha m300paxkeHUsIX, TTOJy4YeH-
HBIX B pexuMe T2, OIyXxoib IeMOHCTPUPYET T'MIIEPUH-
TeHCUBHBIIT MP-curHa, 4ro yKa3piBaeT Ha ITOBBIIIIEHHOE
XKHUIKOCTHOE COAepXKaHUE B TKaHSIX OIyxoiu. B To ke
BpeMs Ha u3obpaxkeHusx B pexxumax T1 n FLAIR omy-
XOJIb BBITJISIAMT TUIIOMHTEHCUBHOM, YTO COOTBETCTBYET
HU3KOMY COICPXKAHUIO KUPOBBIX MM TKAHEBBIX KOMIIO-
HEHTOB C HU3KOM IJIOTHOCThIO. [IprMevaTenbHO, 4TO Ha
n3obpaxenusax B pexume FLAIR Bo3MoxHO ycuiieHue
CUTHaJIa Ha Tepudepuu OIyXOJu, TOrma Kak ee ILIEHTP
OCTaeTCsI TUTOMHTEHCUBHBIM, YTO MOXET CBUIECTEIbCTBO-
BaTh O HAJIMYUU LICHTPAJIbHBIX HEKPOTUYECKUX M3MEHE-
HMIA, XapaKTePHBIX IJISI OIYXOJEH HU3KOW CTEIEHU 3J10-
Ka4eCTBEHHOCTH.

Ha mocTKOHTpacTHBIX M300paKeHUSIX, TTOJYYEHHBIX
B pexxume T1-BU, kak mpaBuiio, He HaOmogaeTcsl ycu-
neHuss MP-curHana, 4To TakxKe MOATBEPXKAAET HU3KYIO
COCYIMCTYIO aKTHMBHOCTb OIYXOJM U ee Jo0poKaue-
CTBEHHOE TeyeHMe. B Halem ciaydae omyxosb Takke He
HaKaIIMBaJla KOHTpacTHoe BelecTBO. OnHAaKO B OMHOM
13 OIMyOJIMKOBAHHBIX CIy4YaeB OMMcaHo ciaaboe nuddys-
HOe KOHTPAaCTHOE YCWJICHME, YTO MOXET yKa3bIBaTh Ha
Hajauyue o0JacTh ¢ Ooyiee BBICOKOM BacKyJspu3aluei
B omyxoJu [9].

Kpowme Toro, B psine onyOoJIMKOBaHHBIX MCCIIeIOBAHUIA
ObUIO yIEeJIeHO BHMMAaHUE MPUMEHEHMIO MOIOIHUTEIb-
HbiX MP-meTonmoB, Takmx Kak JIudOY3MOHHO-B3BE-
meHHble n3oopaxeHusi (DWI), ¢ pacyeTom 3HaYeHMIA
koadduimenra muddysuu (ADC), a Takke mnepdy-
3MOHHO-B3BEIICHHbIC M300paKeHHUsI, BKIIOYAs OLIEHKY
OTHOCUTEJIbHOTO 00beMa KPOBOTOKA, YTO TaKXKe MO3BO-
JIMJIO TIONYYUTh OoJiee AeTaJIM3UPOBAaHHOE IIPEICTaB-
JICHHE O XapaKTepHUCTHKaX Omyxoiu. B obomx ciyyasx,
KOrJa MPOBOAMIOCH TAKOE MOIOJTHUTEIbHOE MCCIea0Ba-
HHUe, ObUIO 3a(MKCHUPOBAHO 3HAUMTEIbHOE MOBBIIICHUE
3”HayeHus1s ADC, 4To MOXeT CBUIETEIbCTBOBAThL O OoJiee
cBOOOIHOI AU(@Y3UN MOJIEKYJI B OITYXOJEBBIX TKaHSIX,
a TaKXe CHIDKEHHE OTHOCUTEJIBHOTO 00beMa KPOBOTOKA,
9TO yKa3blBaeT Ha Majylo BacKyJsSIpU3alldi0 OITyXOJIH,
YTO SIBJISIETCS] TUITMYHBIM JJISI OTTYXOJIeii HU3KOM CTeleHU
3JI0KaYECTBEHHOCTHU, TAKUX KAaK aCTPOLIUTOMEI C ajbTepa-
et MYB/MYBL 1.

B namrem ciyyae Takke HaOJMIomaeTCsl OorpaHUYEeHUE
nuddysum B pexkumax DWI u ADC (puc. 5). Takum obpa-
30M, HCIOJb30BaHUE TOJHOIO CIEKTpa AUArHOCTUKH,
BKJTIOUasi Kak cTaHaapTHbeie M P-MeTonbl, Tak 1 JOTIOIHH -
TelbHble TU(MDY3MOHHO-B3BEIIEHHbIE U TIepdy3UOHHBIE
HCCIIeI0BaHUsI, TTO3BOJISIET TMOJIYYUTh Haubojee MOJIHOe
MPEACTaBICHUE O MOJICKYISIPHO-(GEHOTUITNYECKUX OCO-
OCHHOCTSIX OIYXOJIM 1 IIOMOTAeT B TOYHOI TUarHOCTUKE,
a TaKKe B TJITAHUPOBAHMU TAKTUKU JICUCHMSI.

Ony6aMKOBaHHBIE B MEXIYHApOIHOI JIUTepaType
MIaHHBIE TIOKA3bIBAIOT, YTO IJMOMBI HM3KOW CTEINeHU
3JI0KauecTBeHHOCTU ¢ anbrepaiueit MYB/MYBLI ume-
0T OJIATONPUSITHBIN TIPOTHO3 M BBICOKHE ITOKa3aTesIn
BbIXKMBaeMocTU. KpoMe TOoro, oHuM XOpOIIO MOIAAIOTCS
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a

Puc. 5. MPT 2on106H020 mo3zea 6 pexcumax DWI (a) u ADC (6) — euzyaau-
3upyemcs KoHmyp onyxoau 6 pexcume ADC

Fig. 5. MRI of the brain in DWI (a) and ADC (6) modes — the tumor contour
is visualized in ADC mode

ampIOBaHTHOI Tepamuu. McciaemoBaTteayd OTMEUYaroT, UTO
00bEeM XUPYPTUUECKOU PE3eKIIUM SIBIISICTCSI OCHOBHBIM
(bakTOpOM TIOBBINICHUS TTOKa3aTejield BBIKMBACMOCTH,
JIY4IIIero KOHTPOJISI OHKOJIOTMYECKOTro IIpoliecca [4].

Ha maHHBIIT MOMEHT YETKUX IIPOTOKOJIOB MU PEKO-
MEHIAIIN 10 JICUCHUTO JaHHOTO ITOATUITa HOBOOOpa30Ba-
HUI He pa3paboTtaHo. MoxeT ObITh BhIOpaHa KaK TAKTUKA,
BKJTIOUAOIIAsT TOTATbHYIO Pe3eKIINI0 0¢3 amblOBAaHTHOTO
JICYCHMST OITYXOJIU, TaK ¥ TAKTUKA, TIPU KOTOPOI OMOTICHS
SIBIIICTCSI €AWHCTBEHHBIM XHPYPTUUECKUM BMeIIaTe/Ib-
CTBOM W JOIIOJIHSIETCS PA3IWIHBIMU BHIAMHU XUMUO-
W/WIN JIydeBOM Tepanmuu. BaxkHO OTMETUTH, 4TO OoOjce
YeM B IIOJIOBHHE CJIydaeB IIPOBEICHUE pPaINKaJIbHOTO
yIaJeHUsT OIyXOJIM HEBO3MOXHO. B mpeacraBieHHOM
HaMM KJIMHUIECKOM ciIyJac IMallieHTKe ObLIa BEITTOTHEHA
TOJIBKO CTepeoTaKcHmIecKas ororcus omyxoiu. [1o pemre-
HUIO MYJBTUIUCHUTIIMHAPHOTO OHKOJOTUYECKOTO KOH-
CHJINyMa, B COCTaB KOTOPOTO BXOAWJIN OHKOJIOTH, B TOM
yucie u3 leitmenpbeprckoro yuuBepcureta (Iepmanus),
OBUTIO MPUHSTO PEUIEHUE BO3AEPKATHCA OT MPOBEICHUS
ambIOBAHTHOM Teparuu. DTOT MOAXOM OTINYACT OIMCHI-
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BaeMbIii HAMM CJIydall OT paHee 3aperucCTpUPOBAHHBIX
CIyJaeB C aHaJOTMYHBIM THUCTOJOTUYECKUM U MOJIEKY-
JIIPHBIM NTMAarHO30M, TJ¢ MCIIOJIb30BaHA alblOBaHTHAs
XUMMO- WJIH JTydeBasi Teparus.

3a 8 jeT IMHAMMYEeCKOro HaOMIOAECHUS U PETYJISIPHO-
ro nposefaeHuss MPT-ucciaenoBanuii pa3mMepbl OMyxoJju
OCTaBaJIUCh CTAOMJIBbHBIMU, YTO SIBISIETCS XapaKTePHBIM
IUIST  OMYXOJIEWM HU3KOU CTETEHU 3JI0KAYECTBEHHOCTU
¢ anerepauusmu MYB u MYBLI. Bonee Toro, no jgaH-
HbIM TtociegHeir MPT rojoBHOro Mo3ra ¢ KOHTPaCTHBIM
yCWJIEHHMEM ObLIO 3a(UMKCHUpPOBAaHO HE3HAYUTEIbHOE
YMEHBIIICHUE pPa3MepOB OITyXOJM, YTO ITOATBEPXKIAeT
0J1arONPUSTHBIN KIMHUYECKUI IMporHo3. Takke 3a Bpems
HaOJIoeHUS TTallMeHTKe He ObUTa 3CKaarMpoBaHa MPOTHU-
BOCYIOPOXXHAs Teparusl.

3akioJenue

Jduddy3Hble TIMOMBI HU3KOM CTENEHU 3J0Kaye-
CTBEHHOCTHU ¢ anbTepanueit MYB/MYBL I npeactaBisioT
c000i1 penKuii MoATHUII ITeauaTpudeckux omyxoeit [IHC.
OOBIYHO OHM HAXOAITCS B MOJIYIIAPUSIX TOJJOBHOTO MO3ra
M 9acTO AeOIOTUPYIOT CYIOPOXKHBIM CUHIPOMOM, YTO SIBJISI-
€TCSI XapaKTePHBIM CUMIITOMOM JIJIs1 TAKUX JIOKAJIU3aLIUiA.

OcobeHHOCThIO AUG@Y3HBIX T[JIMOM C ajbTepaly-
et MYB/MYBLI sBnseTcss Haauuue CIernubuiecKux
MP-xapakTepuCTUK, KOTOPbIE MOTYT CIIYKUTh OpUEH-
TUPOM ISl TIPEIBApUTEILHOTO AMArHO3a 10 MOJy4eHUsI
TUCTOJIOTUYECKOTO 3aKIIOUYEHUSI. DT OCOOCHHOCTHU
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BKJIIOYAIOT TUTIEpUHTEHCUBHBIN MP-curnan Ha msobpa-
JKEHUSIX B pexkume T2, TMITOMHTEHCUBHBINA — B PEXMMax
T1 u FLAIR, noBeiteHue koadpuiimenta nuddy3um Ha
n3oopaxeHusx B pexxume DWI u oTcyTcTBUE KOHTpacT-
HOTO YCWJICHUS Ha TTIOCTKOHTPACTHBIX M300paXkKeHUSIX.

Ha cerogHsiimHuit 1eHb ONCaHO OTPAaHMYEHHOE KOJIM -
YECTBO CJyJaeB TAKMX IJIMOM, M TaHHBIM ITOATUIT OITYXOJIN
HeJaBHO ObLI BKIIIOYEH B KJAacCU(UKAIIMIO OMyXoJieit
LIHC BO3. Tem He MeHee pe3ybTaThl HAOMIOAECHUI yKe
MO3BOJISTIOT YTBEPKAATh, YTO 3TU OIMYXOJIM 00IaaatoT OJ1a-
TOIIPUSATHBIM IMPOTHO30M, XOPOIIIO MOATAIOTCS JICUCHUIO,
a BBDKMBAEMOCTb ITalIMEHTOB MOXET HocTurath 95 %.
B HEeKOTOpPBIX CayJasix B CBSI3U C MaJIOM arpeCCUBHOCTHIO
OITyXOJIeli MOXET ObITh BHIOpaHa TAKTUKA TUHAMMYECKOTO
HaOIoneHus 0e3 MPUMEHEHMST aablOBAaHTHOIO JICUCHUS
(xumno- M JydyeBas Teparus). BeposTHo, ¢ ydyeTom
MOJIEKYJISIPHO-TEHETUYECKUX ~ajbTepalluii B JICUCHUM
TaKUX IJIMOM IIPU IIPOrPeCCUpyIoIeM TeueHUU 3a001eBa-
HUS TakKe MOXKET paccMaTpUBATbCsl TapreTHas Teparus
¢ mpuMeHeHueM nHruoutopoB MEK1/2, Takux kak Mup-
mametuHuO [10, 11].

st 6oJee Ta1y00oKOro MoOHUMaHUS KITMHUYECKO# Kap-
TUHBI, MOJEKYJISIDHBIX XapaKTePUCTUK U 3GPEKTUBHBIX
CTpaTeruii Je4eHus JaHHOIO TUIIA OIlyXOJieil HeoOXOoaU-
MO TPOIOJIKATh MCCICAOBAHUS M COOp JUTEpaTypHBIX
JAHHBIX O KaXIOM KOHKPETHOM cjydyae. DTO MO3BOJIUT
pa3paboTaTh Ooyiee TOUYHBbIE peKOMEHIALNH T10 JICYCHUIO
Noa00HOIO TUMA TJMOM.
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