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dnuTennongHas remaHrnosHgoTennoma (3M3) — pepuaiiwas onyxonb COCyAUCTOro psafga, BCTpeyalowascs B FONOBHOM Mo3re.
B negmaTpuyeckoin rpynne nauneHToB fona A cocTasnseT Bcero 0,02 % Bcex HOBOOOPa3oBaHMiAi FONOBHOFO MO3ra, B CBSA3WN C YeM
OHKOTeHe3 1 MPUYKHbI BO3HUKHOBEHWA [AHHOTO HOBOO6GPA30BaHWSA B HACTOALWMA MOMEHT W3yyeHbl HeAOCTATOYHO. BHyTpuuepenHas
nokanusaums 33 upessblyaliiHO peAka, TEM He MeHee AaHHbI BUA HOBOOOPA30BaHUA AO/MKeH 6blTb BKNOYEH B AuddepeHumnanbHo-
OVarHOCTUYECKUA paf, NpW BbISBAEHWM HA MarHWTHO-PEe30HAHCHON ToMmorpaduum MHO>KECTBEHHbIX BHYTPUMO3roBbIX 06pa3oBaHuii
HeboNbLLIOro pasmepa C rMNOUHTEHCMBHBIM MP-curHanom B pe>xkume T2. Cneuuduyeckoil Tepanun B HACTOSLLEE BPeMS ANA LAHHOMO
3aboneBaHns He paspaboTaHo, ONTUMabHbIM CMOCOBOM NeYeHUs ABNAETCH XUPYPruyeckoe ypaneHne 0O6bEMHOro o6pas3oBaHus npw
BO3MOXKHOCTW BbINOMHEHWUS AAHHOTO BMAA NeveHns. B Halleil cTaTbe NpeAcTaBNeH KAMHUYECKNA cayyai NepBUYHOr0 MHOXKECTBEHHOIO
nopa>keHus LeHTpanbHOW HEPBHON cUCTeMbly pebeHKa 141eT € AMTeNbHbIM aHaMHe30M anunencuu.

Mo HaWWUM AaHHbIM, MPEACTABNEHHbIA KNMHUYECKWIA cnyyail NepBUYHON MHOXKECTBEHHOW S ronoBHOro Mo3ra B neauaTpUueckoit
nonynauumM SBNAETCS eANHCTBEHHBIM 3aperucTPUPOBAHHbLIM B MUpE.
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Clinical case of primary multiple hemangioendothelioma in a child with CNS lesions

M.A. Kolcheval2, E.V. Kumiroval34 M.I. Livshits] D.A. Skobeevl V.N. Umerenkov] B.l. Oleynikov12
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Roentgenoradiology, Ministry of Health of Russia; 86 Profsoyuznaya St., Moscow, 117977, Russia; N.N. Blokhin National Medical
Research Centre of Oncology, Ministry of Health ofRussia; 23 Kashirskoe Shosse, Moscow, 115478, Russia; Scientific and Practical
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Epithelioid hemangioendothelioma (EHE) is one of the rarest vascular tumorfound in the brain. In the pediatric group ofpatients, the
proportion of EHE is only 0.02% of all brain neoplasms, and therefore oncogenesis and the causes are currently not well understood.
Intracranial localization ofEHE is extremely rare, nevertheless, this type o fneoplasm should be included in the differential diagnostic series
when multiple small intracerebral masses with hypointense MR signal in T2 mode are detected on magnetic resonance imaging. No specific
therapy is currently developedfor this disease, the optimal treatment is surgical removal of the volumetric mass if this type of treatment is
possible. This article presents a clinical case ofaprimary multiple CNS lesion in a 14-year-old child with a long history o fepilepsy.

According to our data, the presented clinical case is the only one registered in the world, with primary multiple CNS EHE ofthe brain in the
pediatric population.
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BeepgeHue

anutenuougHas  remaHruosHgotrenuoma  (3r3)
ABNAETCA PEAKOA OMyX0Nbi0 COCYAMCTOr0 MpoMCXoXae-
HWA, COYeTaloLleil HEKOTOPble MPWU3HAKU FeMaHTMOMbl
M aHrmocapkombl O[HOBPEMEHHO. BnepBble faHHOe
HOBOO6pa3oBaHMe 6bino onucaHo Weiss u Enzinger [1]
B 1982 I. U rUCTONOrNYECKU KNacCcMnLUpoBaHoO B BUAe
4 BapWaHTOB: 3NWUTENWOUAHbIV, BEPeTeHO06pasHbIi,
NanuanspHbIA U Kano3ugopMHbIin. 3D BCTpeyaeTcs BO
BCEX BO3PACTHLIX rpynmnax. Y XeHLWWnH oTmeyaeTca 60/b-
LIasg NpespacrosiodXeHHOCTb B OT/IMYME OT MY>XUUH (2:1),
KOppenaumna Mexgay BO3pacTOM W 4acTOTOW pasBUTUA
3I'3 fOCTOBEpPHO He BbifB/IEHA.

33 feMOHCTPUPYET NATONOTNYECKME XapaKTepucTu-
KW, Npucywme Kak f06pOKayecTBEHHbLIM, TaK U 3/10Ka-
YeCTBEHHbIM HOBOOOpPa30BaHWAM. 3/10KaYeCTBEHHbLIMU
npusHakamyu 33 ABAAOTCA CMNOCOBHOCTL K WMHBa3Uu
B OKpY>XaloLiMe TKaHW U MeTacTasupoBaHWIO, a TakxXe
CK/NOHHOCTb K Pa3sBUTUIO PELMANBOB, NPUYEM 3TW Mpu-
3HaKun 60/ee BbIpaXeHbl MPUW fIoKanmsauum o6pasoBaHus
B BeLLeCTBe rO/0BHOro Mo3ra. [epBMYHbI ouar, Kak
npaesusio, nokanusyercs B nedeHun (21%) unym neyeHu
n nerkux (18 %), nnm nerkmx (12 %), nan KOCTHOI TKa-
HK (14 %). B knaccudmkauum BceMrpHoOi opraHnsauum
3apaBooxpaHeHus (BO3) 2007 r. 33 knaccmpuuymposa-
nacb Kak HoBoo6pa3oBaHue | cTeneHn (HU3Kaa CTerMeHb)
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310KayecTBeHHOCTK. M0 KnaccuuKaLm onyxonei LeH-
TpanbHol HepBHOIi cuctembl (LLHC) BO3 2021 r. Ara
OTHOCUTCA K MPOMEXYTO4YHbIM onyxonam Il crteneHu
3/10Ka4YeCTBEHHOCTM [2], UTO MeHsAeT TaKTUKY focneone-
pauMoHHOro BefeHUA 6ONbHbIX, npegnonarasd 6onee
WNHTEHCWBHOE HabnogeHne 1 0b6a3aTenbHOE paccMoTpe-
Hue BONpoca 0 HE0BXOAMMOCTU NPOBESEHNS afblOBaHT-
HOIi Tepanuu.

[MporHo3 y naumeHtoB ¢ 3D HesAceH, MOCKOMbKY
TeueHne 3ab60/seBaHNA U UCXOLbl LUMPOKO BapbUpYyHOT,
OT AINTENbHON MOMHOW pemMuccun A0 CTPEMUTEBHOIO
NporpeccupoBaHmns, pasBnTMS pPeLuanBOB 1 MeTacTasu-
poBaHus [3—5].

Mcxofs 13 CyLecTBYHOLWMX NUTepaTypHbIX UCTOUHN-
KOB, BHyTpuyepenHasa 33 B nogasnsatoLlemM 60/bLUNH-
CTBE CNy4yaeB MpeAcTaBleHa eAMHUYHBIM MOPaXKEeHUEM,
BCEro onucaHo 47 nofobHbIx cnyyaeB. MynbTugokanb-
HOe MepBMYHOE NOPaXKeHWe BELLECTBa FOIOBHOIO MO3ra
BO B3pOC/I0 KOrOpTe MauMeHTOB BCTPeYaeTcs KpaiHe
pegko [3], B negmaTpryeckoii rpynne coo6LweHnii 0 MHO-
XXECTBEHHOM NepBMYHOM MOPaXKEHWUW FOIOBHOIO MO3ra,
MO HalWM LaHHbIM, HET.

B npefcTaBneHHOM K/IMHUYECKOM C/ly4yae Mbl OMUChI-
BaeM KNUHWYECKOE TeUeHNe NePBUYHONO MYIbTU(OKANb-
HOro NopakeHus rofioBHOro mosra 33 y aesoukmn 14 net
C A/INTeNIbHBbIM aHaMHe30M 3Nunencum.

KnuHnueckwii cnyyaii

B Helipoxupypruyeckoe oTgenenne Fr6Y3 «Mopo3osckas
OTKB A3M» obpaTunace fesoyka 14 neT c xanobamu
Ha NpuCTynbl NOAepPruBaHua B NpaBoil pyke, NOCTENeHHO
nepexogdlme B AUCTOHUYECKYID YCTAHOBKY KOHEYHOCTHM
0e3 HapylweHns co3HaHuWA. W3 aHamHe3a M3BECTHO, 4TO
C 7 neT nauuMeHTKa cTpagaeT 3anunencueil, oTmedyanuchb
napokcusmanbHble 3NU30fbl B BUAE PE3KOr0 ucnyra, Kpuka,
noBopoTa rojoBbl W rna3 BNpaso C Nepexojom B 6unaTe-
panbHbli TOHUKO-KNOHWYECKWA NpUCTYyn, AANTENbHO Npu-
HUMana aHTuanunenTuyeckyrw Tepanuiwo (A3T) — npena-
paT BanbnpoeBOi KNCNOTbI, HA (hOHe Tepanuu B TeueHue
4 neT oTMeyanacb pemuccusa, B 12 net A3 T NOMHOCTLIO
0TMeHeHa. OfjHaKo BCKOpe Nnocne 0T MeHbl anuienTnyeckune
NpUcTynbl BepHyauch, noaTomy A3 T 6bina BO306HOBEHA!
Ba/bNpoOeBas KWcNoTa He no3sonana AOCTUYL KOHTPONA
Hag npucTynamu, nposogunca nopbop A3T, HA MOMEHT
nocTyNnaeHUs nonyyana neseTupaleTam u okckapbasenuH.
HecmoTpsa Ha npoBefeHne NPOTMBOCY[OPOXHON Tepanuu,
yacTOoTa NPUCTYNOB yBeAnyMBanach, B CBA3N C Yem amby-
NaTOpPHO BbINONHEHA MArHUTHO-pe30HaHCcHaa Tomorpadus
(MPT) ronosHoro mosra.

Mpn obpaweHnn B CcTalunoHap OTMeyanacb pesu-
CTEHTHOCTb MpuUCTynoB k npoBogumoin A3JT, cToiikas
runokanbunemMns. Lpyrnx HeBpoNOrnyecknx 0T KNOHEHUA He
0TMeyanocb. ANNAEMMUONOrNYECKMA aHAMHE3 He OTATOLLEH,
nepeHeceHHblX WH(EKLUNOHHbIX 3a60neBaHNil, onepaTUBHbIX
BMeWaTenbCTB He 6bin0, XpoHMuyeckue 3aboneBaHnss 3a
WCK0YEeHWeM anunencuu oTCyTCTBOBAN.

Mpun MPT ronoBHoro Mo3ra BbiiB/IEHO MHOXECTBEHHOE
04aroBOe MopaxeHwe Monywapwii roloBHOr0 Mo3ra, npeu-
MYLLeCTBEHHO 3aTbIIOYHO A4ONN, C BbIpaXeHHbIM nepudo-
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KafbHbIM O0TekoM. Kpome 3aTbiN04HO# [OAN OTMeYanoch
Takxe nopaxeHne nNPeEMOTOPHO/ U MOTOPHOA KOPbI,
W BMEHbLWEN CTEeNneHn ApYrux PYHKLMOHANbHBIX 30H FON0BHO-
romosra. B cTaynoHape npu nposegeHnu noBTopHoi# MPT
ro/I0BHOTO MO3ra C KOHT pPaCcTHbIM yCUIEeHNEM NOA T BEpXje-
HO NepBUYHO-MHOXECTBEHHOE BHYTPUMO3r0BOE ONyX0NeBoe
nopaxeHue ¢ HU3KOW MHTEHCMBHOCT b0 Ha T2-B3BELEHHbIX
n306paxeHnax, o4yarm MWHTEHCUBHO HakannuBann KoH-
TpacTHoe BewecTBo, 6e3 fUHAMWKN B CPABHEHWUM C NPefbl-
Ayl UM uccnegoBaHmem (puc. 1).

Puc. 1. MPT nauyneHTku: a, 6, B —MP-KapTWUHa MHOXKECTBEHHbIX BHY-
TPUMO3roBbIX OMyX0eBbIX 06pa30BaHNin NOGHON, TEMEHHO 1 3aTbINOYHON
obnacTeil, ¢ BbIpaXKeHHbIM NeputhoKanbHbIM 0TEKOM B pexxume T2, cpe-
[OVHHAA AMCNOKALWA MO3rOBbIX CTPYKTYP; I — MHTEHCUBHOE HaKONNeHne
KOHTPaCcTHOrO BeLLecTBa OMyX0neBbIMU y3namun

Fig. 1. MR of the patient: a, 6, B —MRIpicture of multiple intracerebral
tumorformations in the frontal, parietal and occipital regions, with severe
perifocal edema in T2 mode, median dislocation of brain structures;
r —intensive accumulation ofcontrast agent by tumor nodes

Mpu oueHke MP-kapTWHbI NpoBOANNCA auddepeHunans-
Hblil ANATHO3M EX Y MHOXECTBEHHbIMU KABEPHOMAaMU FO/I0B-
HOro MO3ra, napasuTapHOW WHBa3uel, MeTacTaTUYECKUM
nopaxeHuem onyxosnesbiM npoLeccom. B obuiem aHanuse Kpo-
BU M Koarynorpamme 6e3 3Ha4uMblX N3MEHEHNIA, B GUOXUMUYe-
CKOM aHann3e KpoBW 0OTMeyYanacb CTONKasA runokanbLnemMus,
Koppurupyemas Ha (OHe WH(Y3uW npenapaToB Kanbuus,
reHe3 KOTOpPO 0CTancs HeBbISCHEHHbIM. iccnefoBaHmne Kpo-
BM W LepebpoCnuHanbHO XMAKOCT U METOLOM UMMYHOep-
MEHTHOr0 aHanu3a WCKIYUI0 napasuTapHYl WHBA3MI.
Mpwn npoBefeHnu KoMNbl TepHOt Tomorpadguu (KT) opraHos
rPyaHON KneTkKW, GPOWHONA NONOCTHW, 3abpHLWKWHHOIO Mpo-
CTpPaHCTBA He BbISB/IEHO NEPBUYHOr0 oyara M MeTacTasos.
B oTanbmonoruyeckom craTyce Ha r1a3HOM [He OTMe-
yanucb 3acTOlHble AUCKM 3pUTENbHbIX HEpBOB, ObiICTpoe
CHUXEHME OCTPOThl 3peHns B TeyeHne 10 fHeil, BeposiTHee
BCEro, BCMEACTBMUE ABYCTOPOHHETO MOPaXeHWs 3aTbIIOYHON
gonu. MpoBogunach AanbHeiwas koppekuns AJ T 6e3 cyue-
CTBEHHOI0 ahPekTa, NPUCTYNbl MEHANMN NaTepann3aLmio.
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YynTbiBas 06beM NopaxeHwWs M pacnpoCcTpPaHeHHOCTb
ONyx0neBoro npouecca, TOTanbHas pes3ekuus He npeg-
cTaBnanacb BO3MOXHOW. B uenax ycTaHOBNEHWS OKOHua-
TeNnbHOro fuarHosa 6bina BbiNOAHEHA GMONCUMA ONYX0NeBoro
y3na no6bHoi fonu cnesa. HTpaonepaymoHHo Habnwfanoch
nponabupoBaHne BelecTBa M0O3ra B TpenaHaLnoHHOe OKHO,
LOCTOBEPHO CBUAETENbCTBYIOLLEE O NOBbIWEHUN BHY T puye-
penHoro fgasneHus. Mof KOHTPONEM MHTpaonepalnoHHON
HaBuraynu yganeHo ogHo n3 o6pasoBaHmii, pacnonarasleecs
cy6kopTuKanbHO B NpaBoii No6HON fone. Mo pesynbTaTam
rMCTONOrNYECKOr0 MCCNef0BaHMA: TeMHo-6arpoBblil y3en
NA0THO3NACTNYECKON KOHCUCTEHUWM C nponudepayn-
el aNUTEeNNONAHbIX U BEpeTEeHOBUAHbIX KNeT 0K CpeaHero
W KPYMHOTO pasmepa B MHTakTHbIX yyacTkax. fucronoru-
yeckoe 3akfyeHMe — 3KCTpareHUTanbHblii IHLOMETPMO3.
B uensx nofTBepXAEHNA AnarHosa 6bliv NpoBefeHbl 40Non-
HUWTeNbHble MeTO0Abl MccnefoBaHns (ynbTpa3BykoBoe uccne-
[OBaHWe OPraHoB Manoro Tasa, uccnefoBaHne KpoBM Ha Xopu-
OHWYeCKMii TOHAAOTPONUH Yenoseka, anbia-heTonpoTenH,
N T ENHN3NPYIOW WA  TOPMOH,  (HONANKYNOCT UMYNUPYIO LW UA
FOPMOH) —NaT 0N0rMYEeCKMX U3MEHEHMI NONYYEHO He 6biNo.

MTOBTOPHO W3Y4eH ONyXONeBblit MaTepnan ¢ BbINONHEHU-
€M FUCTONOrMYeCcKOro M UMMYHOTUCT OXUMUYECKOTOo uccne-
L0BaHuit B nabopaTopun naTon0roaHaTOMNYECKOro 0T je-
nenns Mopo3sosckoit ATFKB. XapakTepucTuku CTPOMbI
LOCTOBEPHO ONpefenuTb He NPeACTaBnsaNoCb BO3IMOXHbIM
N3-3a2 OBLIMPHLIX KPOBOU3NUAHWIA M remocuieposa, B KneT-
kax obpasoBaHus BbisBneHa akcnpeccua CD31, Flil, ERG,
Vimentin (puc. 2—4). OKoHYaTeNbHO BepuduumpoBaH fua-
FHO3: 3NUT eNONAHOKNEe T OYHaA/Bepe TEHOKNe T OYHaA CcoCy-
ANCTas onyxonb C BbICOKOW MUTOTWNYECKON aKTUBHOCT bi0
(8o 2—3 duryp muTO0308B), 6€3 ybeANTENbHbIX NPU3HAKOB
BasoopmaLuu.

Puc. 2. Onyxonesasa TKaHb NpeAcTasneHa nponudepauyeidi anuTenmons-
HbIX W BEPe T EHOBUAHBIX KNeT 0K CPeAHero 1 KpynHoro pasmepa. KneTouHble
3NeMeHTbl C 06UNbHOI 303MHOMUNBHONW LMTONNAa3MON, B Y4acTu KNeTok
onpesenstoTCA HEMHOrOYMCNEHHbIE MHT paLnTonNa3MaTmYeckue BaKyonu.
Okpacka remaTOKCUIMHOM W 3031HOM, X 10

Fig. 2. The tumor tissue is represented by the proliferation ofepithelioid and
fusiform cells of medium and large size. Cellular elements with abundant
eosinophilic cytoplasm,few intracytoplasmic vacuoles are determined in some
cells. Stained with hematoxylin and eosin, x 10

Onyxonesblit MaTepuan T akxe 6bl1 U3y4eH C NOMOLYbIO
MeTOANKM npoduneit meTunupoBanus O HK B 3apybex-
HoWi pedhepeHc-nabopaTopun German Cancer Research
Center, F'epmatusa (pykoBoAUTEeNb 0TAeNa HeliponaTon0rnu
WHcTnTyTa naTonorun npodeccop A. von Deimling), rge
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Puc. 3. IMMyHOrucToxmmmyeckoe uccnefoBaHume ¢ aHTu-CDJl gemoH-
CTpUPYeT NO3MTMUBHYIO peakLnto B KneTKax obpasosaHns, x 10

Fig. 3. Inmunohistochemical study with anti-CD31 shows apositive reaction
in theformation cells, x 10

Puc. 4. VIMMyHOrncToxuMmuyeckoe uccneposaHue ¢ aHTU-ERG gemoH-
CTPUPYeT NO3MTMUBHYIO peakLnto B KneTKax obpasosaHns, x 10

Fig. 4. Immunohistochemical study with anti-ERG shows a positive reaction
in theformation cells, x 10

reHomHywo A H K Bbigensnu n3 ¢oukCMpoBaHHON hopMannHom
3anuToOln napacuHoMm TkaHu onyxonn (FFPE) B cooT-
BETCTBUN CO CTaHAapTHbIMW npouefypamum U MCNonb3o-
Banu Ana npounuposanus meTunuposanus AHK. Bbiin
NCnonb3oBaHbl npounu meTwunuposanua I HK wa nnat-
opmax Infinium HumanMethylation850 BeadChip wunu
Infinium MethylationEPIC Kit (lllumina, CaH-Auero,
CWA). Pe3ynbTaThbl METUAMPOBAHUA OblUM Knaccu@uum-
poBaHbl No Bepcuu V12.2 knaccucpukaTopa capkom (wWww.
molecularneuropathology.org), 4TO nNOATBEpPAUN0 paHee
YCTaHOBNEHHbI AMarHo3. Pe3ynbTaT MOMeKyNApHO-TeHe-
TUYECKOr0 UCCNEf0BaHMA [eMOHCTPUpPYeT npuUHagnex-
HOCTb ONYXONN K METUNNALUOHHOMY Knaccy 3T € BbICOKUM
nHaekcom koppensauuu (6onee 0,9) (puc. 5).

ZA;’E?&‘L using lllumine Human Methytation 850 (850k) Array and internal sarcoma classifier V12.2

Mutational analysis on tumor DNA via ‘Next Generation Sequencing' on lllumma NextSeq platform for 160 dram
tumor-related genes applying the panel NPHD2019A. enriched with Agilent SixeSetect mothod.

The data were fflered for exomc alterations, which are not reported in the 1000-genome database.

findings

ion .saicoma cl;
Version .sarcoma classifier V122

hylatioo class eprfhekwd haemangioendolhel-oma
Score: 0.98

Copy number variations focal loss on chromosome 12q

Puc. 5. PesynbTaT MONeKyNspHO-TeHeTUYECKOro WUCCNefoBaHUA [eMOH-
CTpUpYeT MPUHAANEXKHOCTb ONYX0AM K MeTUANALNOHHOMY knaccy I3
C BbICOKMUM WHAEKCOM Koppensiumm (6onee 0,9)

Fig. 5. The result of a molecular genetic study demonstrates that the tumor
belongs to the methylation class of the EHE with a high correlation index
(more than 0.9)

KmHnveckve HaortaneHnst // Clinical cases
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CTONT OTMETUTb, 4YTO MUMMYHOTUCTOXUMUYECKNE
nccnepoBaHMs Ha MeMO6paHHbIi 6en0K MeXKneT OYHbIX
KOHTaKT 0B 3HAOTennanbHbolx kneTok — CD31 u dakTop
TpaHCKpUNUMM COCYyAUCTLIX HOBOOOpasoBaHni — ERG,
BbINO/HEHHbIE B flabopaTopuu naTon0roaHaTOMWYECKOTO
oTaeneHus Mopososckoit ATKB, Takxe o6nagalwT BbicO-
KOM YYBCTBUTENbHOCTbHI U CNEyMpUYHOCTbIO M MOTyT
ObITb MCNONb30BaHbl f15 [AOCTOBEPHOrO MNOATBEPXAEHMA
JHAOTENNanbHOro reHesa AaHHbIX HOBOOOGPA30BaHUA. YHU-
KanbHbIM Npu3HakoMm 33 ABnAeTCA Hanuyne MoNnekynsap-
HOro Mapkepa —XpPOMOCOMHOI TpaHcnoKaLun, NnpuBoaALL e
K cnuanuio renos WWTR1-CAMTAL, 4TO ucnonb3yeTca
B Ka4yeCcTBe NoATBepxXaeHns 33 B COMHNT €NbHbIX CNy4anx
[6]. TeHbt WWTR1-CAMTAL urpakoT BaXHYH pofib B OHKO-
resese [7]. VW x cnuanme nocpefcTBOM TpaHCcaOKaLun ABNA-
eTCsA 0OTANYMTensHoi yepTon AT 3 nwboit nokanusaynm [8].
B onyxonesom maTepuane Halero KAWHWYECKOro cnyvas,
nccnef0BaHHOro [ONoNHUTeENbHO € nomolwblo PHK-cekse-
HUPOBAHNA, AAHHOTO0 CNUAHWSA BbIABNEHO He 6bino. Tem He
MeHee faHHblii (hakT He BNUAET Ha OKOHYaTe/bHblil 41ariHos
B C/lyyae Hanuuug noAgTBepxaeHus meTogukoih JHK-me-
TUNMpoBaHua.

B Teyeune 3 Hepj nocne nocTynNeHus nayneHTKM
B Mopo3osckyt T Kb ee cocTOAHME NOCTENEHHO yXyaLwa-
N0Cb 3a CYeT nporpeccupyoweil noTepu 3peHns cpasBuTuem
amaBpo03a, yyaleHnsa pe3sncTEHTHLIX K Tepanuu anunenTu-
YECKUX NMPUCTYNOB. YUNTbIBAA HEBO3MOXHOCT b OCYLeCT-
BNEHNA pafuKanbHOro onepaTUBHOIO BMeEWAaTENbCTBA
W MCNONb30BAHMA Ny4eBOW Tepanuu BBUAY BbipaXeHHOro
nepudokanbHOro 0T eKa, NPoBoAMNack TapreTHas Tepanus
npenapaToM Trpynnbl WHIMGWTOPOB TWPO3WHKWHA3, TOp-
MOHanbHaa Tepanua raokokopTukocTepongamu (MFKC),
NpoTMBOOTEYHAA Tepanua cypocemugom n A3T B BUje
NOCTOAHHOTO Npuema neseTupaleTama, okckapbasenuHa,
TonupamaTa. Mpu nonbl TKax 4eackanayun ropMoHanbHom
Tepanuu HabnwAanock yyaleHme CyJopoXHbIX NPUCTYNOB.

C yueTOM faHHbIX 3apy6exHoii nuTepaTypbl 0 NOTEH-
umanbHoit athekTMBHOCTM nasonaHuba [9] — mynbTH-
KWHA3HOTO WHrMbuTOpa nNpPoTeuHkuHas (B TOM uyucne
TWUPO3NHKNHA3 peLenTopoB 3HAOTENNaNnbHbIX (akTopos
pocTa-1, -2, -3 (VEGFR-1, -2, -3) B oTHOWeHun 373 npe-
napaT 6blf MCNONb30BaH MY Halweii nauneHTKN. MpoBefeHo
neyeHue TapreTHbIM NpenapaTom nasonaHn6 B gose 400 mr
1 pa3 B TeyeHne 60 gHeil. UHrm6uTop m-TOR B Hawem
Cnyyae He WUCMONb30Bancsd, O0fHAKO WUMelTCA fJaHHble 06
YAOBNETBOPUTENbHbLIX KAUHUYECKUX pesynbTaTax npu-
MEeHeHUs Takux npenapaTos [8, 10]. B TeueHne nepsoro
Mecdua OTMeyanacb MNONOXMTeENbHAs [UHAMUKA B BUfe
CHUXEHMA 4aCTOThbl CYLOPOXHbLIX NPUCTYNOB, HEKOTOPO-
ro yMeHblWeHUs nepuokanbHoro oTeka Ha KOHTPONbHOM
MPT-uccnegoBaHun, 4T0, BeposTHee BCEro, 6bl0 CBA3AHO
cucnonb3osalnem FKC, yem c npuemom TapreTHoro npena-
paTa. OgHako B fanbHeilweM cOCTOAHNE NaLUeHT K1 BHOBb
YXYAWNNOCb: MNOABUANCL T[ON0BHAA 60Mb, PeE3UCTEHTHbIe
K Tepanuu anunenTUYecKue NpucTymnbl, 3NN304bl HapyLle-
HWUA cosHaHua. KoHTponbHaa M P T ronosHoro mosra yepes
2 Mec 0T Hayana npuema nasonaHmba CBUAETENLCTBOBA-
na 0 HapacTaHuW nepuokanbHoro oTeka 6e3 BUAMMOTO
yBENMYeHNs pasmMepoB 06pas3oBaHnii, ¢ NOSBAEHMEM OLHOrO
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HOBOr0 oyara nopaxeHua B rosioBHOM Mo3re. Mposoanmas
cumnTomaTuyeckas Tepanua (FKC, npoTuBOOTEeuYHas,
aHTuanunenTunyeckan) He uMena 3Hayumoro adekTa.
JNleTanbHbll MCX04 HAcTynun B pesynbTaTe nporpeccuu
3aboneBannsa, HapacTaHua oTeka W JUCNoKaLum ronoBHOrO
Mo3ra. O6wnii cpok HabnwAeHUA 3a NaLMeHT KO cocTasun
1,5 roga cMOMeHTa NOCTYNNEHUA B CTayuoHap.

O6eyrxaeHve

TepmuH 3D 6bin  Bhepsble npegnoxeH Weiss
n Enzinger B 1982 r. g1 0603Ha4YeHMs COCYAMCTON ony-
X0MM C MPOMEXYTOYHBIMW TMPU3HAKAMU TEMAaHTMOMbI
N aHrMOCapKOMbI, UMEIOLLER anuTenmongHble YepTol [1].
[aHHasa onyxonb, Kak nNpaBuno, pa3BuBaeTCA B JIEFKUX,
MeyeHun, KOCTAX U MATKUX TKaHAX. B nuTepatype onvucaHo
47 cnyvaeB BHYTpUYepenHoii nokanusauumn 33 y B3poc-
NbIX NauneHTos [4, 5, 11—28], no KotopbiM Zheng et al.
npeAcTaBuav nuTepaTypHblii 0630p [28].

Cnydyan negmatpuyeckoin 33 ypesBblvaiHO peaku.
B mupoBoi nutepatype onucaHo He 6onee 10 cnydaes
y geteit [14—18, 29—32]. CpegHwuii BO3pacT MayMeHTOB
LWnpokKo BapbupyeT oT 1roga fo 80 fiet. O HacnefCTBEH-
HbIX Cfyyasx He coobuaeTca. Bbl0 NpeanonoXeHo
HECKONbKO (PaKTOpPOB pucka pas3sutua 33 neyeHwu,
BK/IOYasd MepopasbHble KOHTPaLenTuBbl, BUHWUAXIOPUS,
[21], acbecT, ankorosb, TOPOTPACT, TPaBMY MeyveHu, BUpYC
renatutTa u XpoHu4eckoe 3abonesaHune neyeHn. Tem He
MeHee He c006LLanocb O BbISBNEHUMN (haKTOPOB pPUCKaA
pasBMTUS MMEHHO BHyTpudepenHoli 3I3. KoropTta
nauveHTOB AETCKOro BO3pacTa C BHyTpuuepenHoin A3
[12] npeacTaBneHa B Tabnumue.

Hafo OTMETUTb, YTO TUMUYHBLIX UCKTIOYNTENIbHO ANS
A3 KT nnn MPT peHTreHonorMyeckux npusHakos He
CyLlecTBYeT. B Hawem cnyyae 6bliv NpoOAEeMOHCTPUPO-
BaHbl MHOFOYMCNEHHble He6OMbLIVE Y3Mbl B FOMIOBHOM
MO3re C HWU3KOW WHTEHCMBHOCTbIO Ha T2-B3BELUEHHbIX
N306PaXKEHUAX, YTO MOXET ObITb XapaKTEPHO ANS LWUPO-
KOro CMeKTpa MaTonoruil, Takux Kak MHOXECTBEHHble
KaBepHOMbI, MeTacTaTUYeckKoe MOpaXKeHne, napas-
ntapHas wuHBasuA. B nutepatype o6cypaetcs npu-
B/IEKaTeNbHOCTb MeTOAa MO3UTPOHHOW 3MWUCCUOHHOW
Tomorpaduun/KT ¢ 1b-pTOpAE30KCUTTIHOKO30M, HO Ans
Onyxonen, NOKaNM3YLWUXCA 3KCTpakpaHuanbHo [33].
OfiHaKo 4yBCTBUTENILHOCTb JaHHOro pafuodapmnpena-
pata (P®TI1) He usydeHa B cuny pegkoctn 33 8 LHC,
TaK Xe, KaK U TPaAULMOHHO UCMOMb3yeMblX AN OLEHKU
onyxoneit mosra PO (nC-MeTUOHWH 1 TUPO3WH). XOTS
3I'D BCTpeyaeTca pefKo, cnefyet NOMHUTL O CYLLECTBO-
BaHWM [aHHOro HoBOOGpa3oBaHMS B Knaccuukauuu
M BKIOYATb €ero B AuddepeHLnansHo-gnarHocTnye-
CKWIN psg Npu BefeHWW NaUWEHTOB C MHOXECTBEHHbI-
MW BHYTPUMO3rOBbIMU 06paszoBaHusiMmn [34]. [LaHHbIi
K/MHUYECKUIA cryyali TakXe WHTepeceH TeM, 4TO mep-
BMYHO-MHOXXECTBEHHOE PACMPOCTPaAHEHME OMYyX0/nu He
MeTacTaTMyeCcKoro xapakrepa B ETCKOM BO3pacTe paHee
He OMuCbIBaNIOCh B IMTEPATYpe.

KnuHnyeckoe TeyeHne 33 Takxke BapuabenbHO.
B HekoTOpbIX CO06LeHNAX NpeAcTaBneHbl ciyyan 6e3
NPOrpeccupoBaHns ¢ AAUTENbHbIM Nepuogom Habnwme-
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Cnyuaun BHYTpuuepenHoii A B neguaTpuueckoil rpynne nauueHToB, ony6aMKoBaHHbIe B IMTepaType

Cases ofintracranial EHE in the pediatric patientgroup published in the literature

OnucaHHbIe ARIbI0BAHTHAA
npOBEAEH Hoe TepanuA B nocrne-
B nTepatype 30Ha nopaxeHus 33
XMpypruyeckoe onepawoHHOM
Ne AET_CKMe cnyyan BOBpaCT, non ro/10BHOrro Mo3sra Neyenme nepvoge |/|CXO,CI,
- Children's cases Age, gender  EHE damage zone ofthe Performed Adiuvant thera Outcome
described in the brain | Py

literature

surgical treatment in the postoperative

period
HeT Npn3HaKoB oCTaTOYHOM
o ToTasibHOE
7 net, fileBoyka  [NpaBblil [MaccepoB y3sen Het onyxonu (katamHes 5 ner)
1 Chen et al. [14] ) . ypaneHue - -
Tyears old, girl Right Gasser knot No No signs ofresidual tumor
Total removal
(follow-up 5years)
2 YMeHbLUEHME pa3mMepoB OMyxo/un
3 mecsaua, o Cy6ToTanbHoe
MpogonrosaTblii MO3r XummnoTtepanus (kaTamHes 4 roga)
Chenetal. [14] Manb4mK yfaneHue ) -
Medulla Chemotherapy Reducingthe size ofthe tumor
3 months, boy Subtotal removal
(follow-up 4years)
4 mecsiLa MpaBas N06HO-BUCOY- Cy6ToTasbHoe PeunanB aBaxabl, janee Bbinan ns
Ha, Has obnacTb ypaneHue, 4 pasa Het rpynnbl HabnwaeHns
3 Chow et al. [15] Manb4mK . .
Rightfrontotemporal Subtotal removal, No Relapsed twice, then dropped out of
4 months, boy . . .
region 4 times the observation group
HeT Npn3HaKoB oCcTaTOYHOM
4 mecsua, ToTanbHoe
. JleBas BUCOYHaA 0019 Het onyxonn (KatamHes 1rop)
4 Hodaie et al. [16] MalbUMK yaaneHue X ]
Left temporal lobe No No signs ofresidual tumor
4 months, boy Total removal
(follow-up 1year)
MpaBas BUCOYHO-3aTbl- o o
2 Hepenu, ToTanbHoe JeTanbHbliA, Ha CNefyoLWnii feHb
. noyHas obnactb HeTt
5 Lienaetal. [17] MalbUMK . . yaaneHue nocne onepauuun
Right temporo-occipital No
2 weeks, boy region Total removal Lethal, the day after surgery
15 neT, MpaBas N06HO-BUCOY- Peu,m,qvms B TeueHue 3 Heg,
ToTanbHoe NeTanbHbIN UCX0[ B TeUeHue 4 Hep
feBoyKa HO-TEMeHHas 06nacTb JlyyeBas Tepanus
6 Mohan et al. [18] ] ypaneHue - C MOMeHTa onepaymmn
15years old, Rightfrontotemporal- Radiation therapy s
il arietal region Total removal Relapse within 3 weeks,
g P 9 death within 4 weeks ofsurgery
4 roga, JNeBbili Lepe6bponoHTUH-  Cy6ToTanbHOe OCTATOuHbI BpArMenT onyxonm,
o JlyyeBas Tepanus 6e3 pocTa (KaTaMHe3 2 Mec)
7  Tammanetal. [29] MaIbYnK HbIA yron yaaneHue

4yearsold, boy Left cerebropontine angle

4roga,
Mas/lbUnK
4years old, boy

MpaBasi TeMeHHas fonsa

8  Taratuto et al. [30] Rightparietal lobe

MpaBast BUCOYHO-TEMEH-
HO-3aTbl/I04HasA 061acTb
Right temporo-parieto-
occipital region

11 mecsiues,
MalbUMK
11 months, boy

9  Venizelosetal. [31]

OpbuTa, KaBepHO3HbIl
CUHYC, NeBblli BEPXHUN
HOCOBOW X04

3roga,
feBoyKa
3years old, girl

10  Anibaetal. [32]

superior nasal passage

Hus [17], B TO Bpems Kak B Apyrux —cnyyaun ¢ 6bICTpbIM
yXyALeHuem coctosHus [3, 4, 11].

Mpu aHann3e KAMHUYECKMUX CyYaeB B neguaTpuye-
CKOIi MPaKTWKe OTCYTCTBYHOT Cy4au C MHOXECTBEHHbIM
LepebpasbHbIM MOpPaXeHMeM, NeTanbHOCTb OTMevanach
B CMyyasAX TOTaNbHOro 1 cy6TOTaNbHOIO yaaneHus, ogHa-
KO He3aBMCMMO OT NPOBefeHUA afblOBAHTHONM Tepanuu
nocfie ONepaTMBHONO BMeLLIATeNbCTBA YacTb Habnwogae-
MbIX NaLMEHTOB LETCKOr0 BO3PAacTa BbIXXWUN C OLHUM BHY -
TpMYepenHbIM 04aroM. B Haliem KAnHWYeckoM Habnto-
LeHUn Mbl NpeanonaraeM, YTo arpeccnBHoe TeyeHme 3
Y Hallei naumeHTKU 6bi10 CBA3aHO C HEBO3MOXHOCTbLIO
OnepaTMBHOIO fIeYeHNs, MHOXXECTBEHHOW floKanm3aymen
0YaroB C NepugpokanbHbIM OTEKOM U CMELLEHNEM Cpe-

Subtotal removal

Cy6ToTanbHoe

Subtotal removal

ToTanbHOe yaa-

Orbit, cavernous sinus, left Subtotal removal

Radiation therapy Residualfragment ofthe tumor,

withoutgrowth (follow-up 2 months)

OCTaTOouHbI hparMeHT onyxonwu,
Het 6e3 pocta (katamHes 6 neT)
No Residualfragment ofthe tumor,

withoutgrowth (follow-up 6years)

PeungunB B TeueHme 6 mec,
HEeT NPU3HaKOB 0CTATOYHOI ONyX0-

yaaneHve

NeHue, 2 pasa Het nv nocne 2-i onepauun
Total removal, No Recurrence within 6 months,
2 times no evidence ofresidual tumor after
2rdoperation
PeuunauB B TeueHme 2 mec,
Cyb6ToTasnbHoe neTasibHbli UCXOA B TeUYeHWe 2 Mec
ypaneHue No C MOMeHTa onepauun

Relapse within 2 months, death within
2 months ofsurgery

OVHHBIX CTPYKTYP, 4TO NPUBOAWNIIO K MPOrpeccupytoLe-
MY MOBbILUEHWNIO BHYTPUYEPENHOTO LaB/eHNS.

HecMOTpsa Ha OTCYTCTBME e4UHbIX PEKOMeHAaLuiA no
NlevyeHno nauneHTos ¢ 3D BBMAY ee peaKoCTU, OCHOB-
HbIM MeTOZOM Tepanuun OCTaeTcCs yAaneHWe CoNMUTapHbIX
M NOJSIHOCTbLIO pe3eKTabesibHbIX BHYTPUYepenHblX nopa-
XeHuii [14, 22]. B 10 Xe Bpems ony6aMKOBaHbI Cryyam
BbIPQXXEHHOI0 WHTPaonepaLMoOHHOrO0 KPOBOTEYEHUS U3
onyxoneBoro y3na [15—17], a Takxe netanbHOro ucxoaa
BO Bpems onepauumn [26]. Xupypruyeckme BO3MOXHOCTU
MPM  MHOXECTBEHHbIX BHYTPUYEPEMHbLIX MOPaXKEHUAX
MOryT ObITb OrpaHUYeHHbIMU, KakK 3TO Habnogaercs
B HallleM npumMepe. B HeKOTOpbIX cnyyasx onybankosaHo
NPUMeHeHVe NYYEeBOW UM XMMWOTEpanuun, HO addek-
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TMBHOCTb TAKOr0O NeyeHus He fokasaHa [9]. B kauectse
TapreTHOM Tepanmn MoryT ObiTb MPUMEHEHbI UHTNOUTO-
pbl NPOTEMHKMHA3, GMOKUPYIOLLME aHTMOreHe3 CoCyoB
onyxonu n ee pocT, a Takke mTOR-uHrnémutop (pana-
MULMH —npenapart cuponumyc) [8], 4To B COYeTaHuK
c npuemom FKC wvMeeT yaoBNeTBOPUTENbHbIN 3h(eKT
B BMAe cTabunusaunu 3abosesaHnsa cpokom go 5 net [8,
10] “AN He3HAYMTENbHOr0 YMEHbLUEHUS OMyX0/eBoOro
y3na B pa3mepax [33]. B Hawem cnyyae B KauecTBe Tapret-
HOIi Tepanuu UCMONb30BaCA UHTMOUTOP NPOTENMHKMHAS
[9], uTO, BO3MOXHO, B coyeTaHumn ¢ FKC ctabmunusmpo-
Bas10 3a60/1eBaHNe Y NaLMeHTKN Ha HENMPOLOMKMTENNbHOE
BpeMs, HO He MMeN0 3Ha4YMMOro No3UTUBHOIO 3pgeKkTa.

3aKk/oyeHne

3D ro/IoBHOro0 MO3ra y geteil —3KCTpeMasnbHO pea-
Kas naronorua. MoxXet NposBNATLCA B BUAE OAUHOYHBIX
AN MHOXECTBEHHbIX BHYTpUUepenHbiX 06pa3oBaHuii,
YTO 3aTPYAHSAET ANArHOCTUKY U PaHHIOW BepupuKaLunio
onyxonu. KnuHunyeckue npossieHns 33 moryT 6biTb
BecbMa pasHoo6pasHbl, a Te4eHUe 3aboneBaHMs —cTpe-
MWUTENbHBIM, YTO B C/ly4ae MHOXECTBEHHOI0 NopaxeHus
ro/IOBHOr0O MO3ra fIB/IAETCH MJIOXUM MPOTrHOCTUYECKUM
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NMPU3HAKOM U MOXeT CBUAETEeNbCTBOBATb 06 arpeccuBHO-
CTM pocTa onyxonu. [laHHbI BUA ONyX0nu CrefyeT BKAo-
yaTb B AuddepeHUnanbHO-LMAarHOCTUYECKNIA pag npw
HaIMYMN MHOXXECTBEHHbIX BHYTPYMO3rOBbIX NOPaXKEHN
C HWU3KOW MHTEHCUBHOCTbLIO CUTHAaNa Ha T2-B3BeLUeHHbIX
n3obpaxeHmsax npu MPT. MonekynsapHo-reHeTuye-
CKOe uccrefoBaHue B LeNAxX BbIBNEHUA CUAHUA TEHOB
WWTR1-CAMTAL C WUCMNONb30BAHWEM COBPEMEHHbLIX
BbICOKOTEXHOMOTNYHbIX METOAMK, Takmx Kak AHK-me-
TunnposaHue n PHK-cekBeHnpoBaHue, pekomeHoBa-
HO 4N NpoBefeHUs AudepeHLManbHON ANarHOCTUKN
3r3. B MupoBOi nutepatype ONMCcaHO MOMOXKUTEIbHOE
BAWAHWE TapreTHON Tepanuu WHIrMGMTOpPaMM npoTe-
MHKWHA3 (TUPO3MHKUHA3), OLHAKO 3HAYMMbIX YCMexoB
B YBE/IMYEHUW MPOJO/MKUTENBHOCTU XU3HW MauMeHTOB
Ha CerofHALWHWA AeHb He nonyyeHo. B nocnefHee Bpems
npegnaraetcad Tepanus MTOR-MHrnémuTopamm, UMeEL-
was 601ee NO3NTUBHbLIA 3DPEKT HA NPOAOHKUTENLHOCTD
XWU3HU MO0 CPaBHEHWIO C APYTMMU TMPEeANOXKEHHbIMM
cnocobamm Tepanuu. OfHAKO C/y4aeB n3neveHus 3abo-
NeBaHWs Mpu UCMONb30BaHWM [aHHOTO BuAa Tepanuu
Ha CEerofHALWHNA feHb HEe 3aperucTpupoBaHo, NPOrHo3
OCTaeTcA KpaiHe HebnaronpuUATHbLIM.
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