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PE3IOME: /luddy3nas JenToOMEHHHIeaIbHAsI NIMOHEHPOHATBLHAS OMYX0JIb ABJSICTCA PeIKUM 3a00/1eBaHNeM IIeH-
TPaJbHOIi HEPBHOIi cHCTeMBl, BliepBbIe KJIaccH(PUIUPOBAaHHBIM B 2016 rogy. B cBA3M ¢ HEAOCTATOYHBIM KOJIMYECTBOM
HCCIe0BAHHUIA, CYyIIeCTBYIOT Pa3jHYHbIe B3NISAALI HA KIMHMYECKHe, NaT0JOrMYecKHe U PeHTIeHOJI0THYecKHe XapaKTe-
PUCTHKH JaHHOTO 3a0osieBaHus. B cTaThe npeacTaB/ieH KIMHHYECKHIT CiIydali ¢ arpecCHBHBIM KJIMHUYECKHM Te4eHHeM.
IIo kn04YeBBIM c10BaM, NPOBeAEH MoUcK NMydaukauuii B 6a3ax naHHbIx e-Library, PubMed, GoogleScholar, Scopus,
CrossRef, ResearchGate. Hajlinennble my0aukanuy NpoaHaJu3MPOBaHbI HA MpeAMeT CBeJEHHIl 0 Je4yeHHH, Bo3pacTe,
JIOKAJU3AUUH ONYX0JH, Pe3yIbTATOB HMMYHOTHCTOXHMHYECKOr0 H MOJIeKYIPHOreHeTHYeCKOI0 HcCle0BaHuUs, epH-
oa HabJIKoaeHus.

B naHHOM mpuMepe I'MCTOJOrHYecKasi KAPTHHA M HMMYHO(QEHOTHI ONMYX0JIH He OTIMYAJIHMCh OT paHee ONMUCAHHBIX
B JINTepatype.

Y4uTbIBasi, YTO 3T OMYX0/b SIBJIsieTCS] PeMMYLIeCTBEHHO arpecCHBHO-TeKyIlell, ObICTpasi U TOYHAsl IHATHOCTHKA
HMeeT peliaoliee 3HaYeHHe /151 CBOeBPEeMEHHOI0 Ha4a1a JedeHHsl.
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DIFFUSE LEPTOMENINGEAL GLIONEURONAL TUMOR:
A CASE REPORT AND REVIEW OF LITERATURE
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ABSTRACT: Diffuse leptomeningeal glioneuronal tumor is a rare disease of the central nervous system, first classified
in 2016. Due to the insufficient number of studies, there are different views on the clinical, pathological and radiological
characteristics of this disease. This article presents a clinical case. By keywords, publications were searched in the databases
eLibrary, PubMed, Google Scholar, Scopus, CrossRef, ResearchGate. The found publications were analyzed for information
about the treatment, age, localization of the tumor, the results of immunohistochemical and molecular genetic studies, and
the follow-up period. In this example, the histological picture and immunophenotype of the tumor did not differ from those
previously described in the literature. Given that this tumor is predominantly aggressive, a quick and accurate diagnosis is
crucial for the timely initiation of treatment.
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Beenenmne. /{uddysnas nentToMeHUHTHANbHAS TJIHO-
HelpoHanbHast omyxoub (JIJITO) BriepBbie BhICIEHA KaK
HOBas IPyMa HeHPOHAIBHBIX U CMEIIaHHBIX HEHPOHAIIb-
HO-TJIMANBHBIX OITyXoJiel B kiaccupukaun BecemupHoit
opranuzaiun 3apaBooxpanerns (BO3) B 2016 roxy [1].
B xnaccudpukammm BO3 omyxoneit ITHC 2021 r. ompe-
JIETSIETCs] KaK PefKoe IMHOHEHPOHAIBHOE HOBOOOpa3o-
BaHME, XapaKTePHU3YIOIIEeeCs JIENTOMEHUHT €IbHBIM PO-
CTOM, OJTUTOACHIPOTINONOA00HOH nuToNoTHeit [2].

JlaHHast OIMyXOJb Yallle BCTPEYaeTcs y AeTeH W Mon-
poctkoB [2]. PaHee B myOnmKamusx BCTpeYanTach IIOM
pa3IMYHBIMA Ha3BaHWSAMH: AWCCEMHHHPOBAHHAs OJH-
TOJICHPOTTIHAIbHAs JIENTOMEHUHT€alIbHast OImyXoib [3],
MEHUHTeaIbHbIH Iomaros [4] nin anddy3Hbli genTo-
MEHUHTE€JIbHBIN OJIMTOIeHApOoromMaros [5, 6, 7].

OmyxoneBble KJIETKH YacTO WMMYHOIO3UTHBHBI
k OLIG2 u S 100, Torna xak skcnpeccus GFAP u cunan-
TousuHa Oonee BapuadenbHa [8, 9]. BoabIIMHCTBO OITy-
XOJIell THCTONIOTNYECKH MPENCTABISIOT co0ol 00pa3oBa-
HUSI HU3KOW CTEIEHH 3JI0Ka4YeCTBEHHOCTH, HO HEKOTOphIE
JICMOHCTPUPYIOT TPU3HAKH BBIPAKEHHOW aHaIlIa3uy,
a TaKoKe TIOMEPYJIOUIHYI0 MUKPOCOCYIUCTYIO TIposude-
parmro [8]. M3-3a CNOKHOCTH JUATHOCTUKU U OTpaHUYEH-
HOTO YHCJIa KIIMHUYecKuX HabmoneHnid BO3 eme He npu-
CBOEGHA OIIpe/IeIeHHAs CTEIIEHb 3JI0KaYeCTBEHHOCTH [2].

Otuonorus JIJII'O HeusBecTHA. BONBIIUHCTBO OITy-
xonei pasBuBaercs crnoHTaHHo [10]. CoctosAT U3 onm-
TOJICHAPOLUTONOAOOHBIX KIETOK, Ha MOJICKYISIPHOM
YPOBHE XapaKTepH3YIOTCs JENCINeH Iieda XpoMOCOMbI
Ip ¥ W3MEHEHHEM TeHa IyTH MHUTOTCH-aKTHBHPYEMOH
nporenaknHa3sl (manee MAPK), cimsane KIAA1549-
BRAF (XuMepHBIH TPaHCKPHIIT), TAKXKe MOXKET HaOIo-
nmateest 1p/19q xomenmenust mpU OTCYTCTBHH MYTallUU
IDH. [11]. JJITO xapakTepu3yrOTCs IPEUMYIIECTBCHHO
JIEITOMEHUHT€aIbHBIM  PAcIpoCTpaHeHHeM. B roios-
HOM MO3Te Yalle BCero HalOirofaeTcs B 3aJHEl deperl-
HOH SIMKe, BOKPYT CTBOJIa M BJIOJIb yepena. MoryT UMeTh
MHTpaNapeHXMMaTo3HbIEe OTpaHMYECHHBIC KHCTO3HbIE HIIH
COJIMHBIC OIyXOJIEBBIC Y3€JIKH, Yallle BCTPEYaeTCs IpH
MOpaXXeHHsl CIIMHHOTO Mo3ra [2, 3].

I'ncronormuecku JIJII'O mpeacrasnsior cob6oit HOBO-
00pa3zoBaHus C HU3KOW MJIM YMEPEHHON KIIETOYHOCTBIO,
COCTOSIIIINE U3 OTHOCUTEIILHO MOHOMOP(HBIX OJIUTOJICH-
JIPOTJIMOIIOOOHBIX OITyXo0JieBbIX KiIeToK [8]. Kak u mpu
OJIMTOJICHPOIIHOME, Ha (PUKCUPOBAHHBIX (POPMATMHOM
W 3aJIMTHIX Mapa)MHOM cpe3ax TKaHu, 00BIYHO HaOIIo/1a-
I0TCS ICKYyCCTBEHHbIE NIEPHHYKIICapHBIE OPEOJIbl U OTEK
muToruiasmel [12]. OmyxosieBbie KIeTKH pacTyT auddys-
HO WJIM HEOOJIBIIMMH THE3/IaMH B MSITKOW U MayTHHHOM
MO3TOBBIX 000JI0YKaX, OOBIYHO C JECMOILIACTHIECKUMHU
U MHUKCOMJHBIMU HW3MEHEHMSMH CTPOMBI. B mecmoruia-
CTHYECKUX 00TaCTIX MOXKET HAOIIONaThCS POCT OIyXoJie-
BBIX KJICTOK B BHJE NEPEILICTAIOIMNXCS ITyYKoB [7]. Mu-
TOTHYECKAsi aKTHBHOCTh OOBIYHO HEBBICOKAs, a JAPYTHE
THCTOJIOTHYECKHE MTPU3HAKH aHAIIA3UH B OOJIBIINHCTBE
cirydaeB OoTCYTCTBYIOT [13]. AHamactudeckne ocoOeH-
HOCTH BKJIFOYAIOT MOBBIIICHHYI0 MUTOTHYECKYIO aKTHB-
HOCTE (OTpenenseMyro Kak > 4 muto30B Ha 10 ctanmapr-
HBIX mojei). OOmacTH HeKpo3a OOBIYHO OTCYTCTBYIOT

npu OHMOIICHM, HO B OTAGNBHBIX CIydasX OOHapy>XHBa-
1oTcs npu aytorncun [3]. HeGonpimas rpymma omyxomei
COZIEPXKHUT TaHIVIMO3HbIE KIETKH. Penko HaOmromaroTcs
903MHO(WIBHBIE 36pPHUCTHIE Tesbla. BHYyTpHnapeHxum-
HBI KOMIIOHEHT HanoMuHaeT auddys3Hyo uHbMWIETpa-
TUBHYIO TNINOMY, B OCHOBHOM, OJIUTO/I€HAPOITIMOMY, XOTS
WHOTZa TpeoOnajaT acTpPOUUTApHBIE MpU3HAKU [7].
IIpy MMMYHOTHCTOXMMHYECKOM HCCIEOBAaHUH OIyXO-
JIEBBIE OJIMTOAEHAPOTIIMONONO0HBIE KIIETKH OOBIYHO IKC-
npeccupytor 6enok OLIG2, MAP2 u S100 [10].

Knuangeckn JJII'O yacTo mpoOSBISIETCS CHMIITO-
MaMH TIOBBIIICHHOTO BHYTPHUYEPEITHOTO JIaBJICHUS,
BCJIEICTBAE OOCTPYKTHBHOW THApOIe(haIni, BKIIOYAs
TOJIOBHYIO 0OIb, TOITHOTY W PBOTY. Takke MOTYT OBITh
CHUMIITOMBI Pa3Opa)XCHHUs MEHUHICIFHBIX 000JI09eK
W YEpENHBIX HEPBOB. Y HEKOTOPHIX IMAIlMEHTOB HAOIIO-
JTATOTCS aTaKCHsI, CYIOPOTH, IIPU3HAKHU CIABICHUS CITHH-
Horo mMo3ra [3]. JluddepeHnnanbHbIN AHATHO3 IPOBOIAT
¢ muy3HBIME acCTPOIUTAPHBIME H OJUTOICHIPOTITH-
albHBIMU TIHOMaMH. [13—-16].

Kannuveckuii cayyaii.

[Manuent «M», MyxuuHa 58 JIeT, B TEUEHHE ABYX
MECSIIEB OTMEYaJ OOILIyI0 CiaboCTh, TOJOBHYIO OO,
0oJIb B BEpXHEM OTZEJE IMO3BOHOYHHKA, I'OJIOBOKpYKe-
HU€, IMIaTKOCTh NMOXOAKU. IIo pexoMeHganuu HeBposora
BeinoaHMI MPT ronoBHOro mMosra, Ha KOTOpOil BbIsIBIIE-
HBI TIPU3HAKU HEOIHOPOIHOI0 0OBEMHOI0 00pa3oBaHUs
B 0a3aJIbHBIX OT/IENIaX MPOIOJITOBATOrO MO3ra pa3MepamMu
30x85x33 mm. CrmycTs 1Be Helenu ToCHUTATIN3UPOBaH
B Hellpoxupypruyeckuil crauuonap. [Ipu nocrymnenuun
HEBPOJIOTHYECKH OTMevalicsl TeTpanape3 a0 4 Oajuios.
ITpu nosropHoit MPT romoBHOro Mo3ra ¢ KOHTPaCTHBIM
YCHUJIEHHEM, B IPOESKIIMHU 33 JHEH YepPErHOM SIMKH B 00Ja-
CTH CKaTa, C paclpoCTPaHEHHEM B OOJIbILIOE 3aTHUIOYHOE
OTBEpCTHE W TIEPETHHE OTIENbl ITO3BOHOYHOIO KaHaja
JI0 YPOBHS YETBEPTOTO MIEHHOTO MO3BOHKA, OMPEIeIIsi-
JIOCh TATOJOTHYEeCKoe 00heMHOE 00pa3oBaHUE C YETKU-
MH HEpOBHBIMH KOHTypaMH, HHTCHCHBHO HaKaIUTHBalO-
Iee KOHTPACTHOE BEIIECTBO, IT0 CPABHEHUIO CO CHUMKa-
MH JBYXHEIENBHOW NAaBHOCTH O00BbEMHOE 00pa3oBaHUE
yBenmuamuioch 10 31x93x45 mm. Obpa3oBaHue BHI3HIBAIO
BEIPQKEHHYIO KOMIIPECCHIO CTBOJIOBEIX CTPYKTYp, MO3-
JKeuKa M CIITHHOTO MO3Ta.

Ha crnenyromme cyTkum OTMEYEHO HapacTaHUE CTBO-
JIOBOM W MO3KEYKOBOH CHMIITOMATHKH, 3aTpPyJHECHUE
motanud. [lanee y manueHTa MOSBUIINCH IPU3HAKA JTBI-
XaTeJIbHOW HEIOCTATOYHOCTH U YTHETCHHE CO3HaHUS
JI0 YMEPEHHO! KOMBI. B CBSI3M C TSKECTBIO COCTOSHUS
MpPOBEIEHHE ONEPATUBHOIO BMELIATENILCTBA SBISIIOCH
HEBO3MOXHBIM. B oTAeneHun peanumanuu npojgomnkeHa
uHTeHcuBHas Tepanud. Croycta 10 gHelt mocne rocmu-
TaJqu3allu y MalleHTa OTMEYEHO YIHETCHHE CO3HaHUS
JI0 aTOHUYeCKol KOMBI, pu DOI He BHISBICHO OHO3IIEK-
TPUYECKOM AKTUBHOCTH U PEAKTUBHBIX U3MEHEHUU IO-
JoBHOro mMosra. Ha crneayromue cyTku KOHCTaTHpOBaHA
Ouonoruyeckas cMepTh OOJIBLHOTO, OCHOBHON NPUYUHOM
SIBUJIACH OCTPAasi CePIEYHO-COCYAUCTAst HEAOCTATOYHOCTh
Ha (oHEe OTeKa, TUCIOKAIMU TOJIOBHOI'O MO3ra ¢ BKIIHHE-
HHEM €ro CTBOJIa B OONBIIOE 3aTHUIOYHOE OTBEPCTHE.

POCCHUNCKHAMN HEMPOXUPYPTUUYECKHUM KYPHAJ umenn npodeccopa A.JI. Ioaenosa
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Pucynok 1. MPT rosioBHoro Mo3ra nauueHTa «M» ¢ KOHTPACTHBIM YCHJICHHEM:

A — carntTanbHas npoekuus, b — xoponapHas npoexnus, B, I' — akcnaabHas npoexnus

Pe3syabrarbl ucciaegosanus. IIpu maromoroanaro-
MHUYECKOM HCCIIEJOBAaHWU Ha 0a3abHOM IOBEPXHOCTH
JIEBOH BUCOYHOW IONH TOJOBHOTO MO3Ta OOOWX IONY-
MIapHsAX MO3KEUKA, BOKPYI CTBOJA TOJIOBHOTO MO3Ta
W CIIMHHOTO Mo3ra 70 ypoBHs C4 TO3BOHKa Ompesness-
JoCh omyxojeBuaHoe oOpaszoBanue. Hambompmiee ko-
JIMYECTBO HaONIONAIOCh HA YPOBHE CTBOJA TOJIOBHOTO
Mo3ra. Macchl ObUTH TUIOTHO CBSI3aHBI ¢ MO3TOBOM 000-
no4koil. Onpeaensnocs o4aroBoe MOBEPXHOCTHOE Bpa-
CTaHME JAHHBIX MAacC B CTBOJ MO3Tra U MPOJOITOBAaTHII
MO3T T10 JIEBOW OOKOBOI TOBEPXHOCTH.

IIpn rucTONOrMYECKOM HCCIEAOBAHUM O4YaroBO He-
KPOTH3UPOBAHHAsSI OIyXOJIb BEICOKOH KJIETOYHOMN IUIOTHO-
CTH TIPEACTaBIIeHa HEOOIBIINMH BBITSIHYTHIMU KJIETKAMHU,
(hOpMUPYIOIIMMH MEJKUE ITyYKH, a TaKKe TIIOMEPYJIOn -
HBIE NPONUQEPAMN C TUIIEPXPOMHBIMHA MEJIKUMH BBITSI-
HYTBIMH U OKPYIVIBIMU SIAPAMHU C THCIIEPCHBIM XpPOMAaTHU-

HOM, IUTOIIIa3Ma 03uHOGIIIbHAS U aMmpudmsHas. [Ipu
MMMYHOTUCTOXUMUYECKOM HCCIIEAOBAaHUM OTMEYanach
BBIp2)KEHHAsI SKCIIPECCHSI B OIYXOJICBBIX KJICTKaX K aHTH-
tenam S 100, oyaroBasi LUTOIIA3MATHUYECKAsT SKCIIPECCHS
K cuHanropuznny, GFAP — orpunarensnas, nHIeKc npo-
maceparuBHoi aktuBHOCTH Ki-67—1 %. Ilpn FISH —
WCCIIEIOBAaHNH BBISBIICH KJIOH C JIEJELMEH XpOMOCOMBI
19q13, monocomueit xpomocoms! 1 B 31 % simep uB 9 %
¢ Jenenueil KOpoTKoro Iieda XpoMocoMsl 1p36, ¢ nene-
uueit xpomocomsl 10 B 31 % simep u B 9 % siaep ¢ MOHOCO-
muei, nenenuneit okyca EGFR 1(7p11), ammmdukanmeit
nokyca rena CDK4 (12q13). O6HapyeHHBIC XPOMOCOM-
Hble abeppanuu HauOoiee XapakTepHbBI Uil [IHaJbHBIX
omyxonel. IIpu MoseKyIsIpHO-T€HETUYECKOM UCCIIEN0BA-
Huu, ciustans KIAA1549-BRAF He BoIsBIIECHO.
Mopdonornueckn auarHoctupoBana auddysHas
JIEITOMEHUHI M aJIbHAS [TIMOHEHPOHAIbHAS OITYXOJIb.
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Kparkue onmcanus crareif, HalJCHHBIX ¥ MPOAHATU3UPOBAHHBIX IO KPUTEPHUSAM IOMCKA, IPEICTABICHHI B Ta-

Omune 1.

Ta6muna 1. Kparkasi xapakTepuCTHKA MyOIMKAIUI KIMHHYECKHX CJIy4aeB

Ne Bospact/ Jlokanu3arus HmyHHOTHCTOXMMHIYECKOE MeTon eueHus ITepuon
oJ /MOEKYISPHO- HAOJFOICHHS,
renernueckoe/FISH UCXOJ
HCCIIEJJOBaHUE
JlarHOE 5%/n 34, CT?OJ'I Mo3ra, ;I/Illz)?)nizi)f::;{;{ 19q13, Cumrromaruyeckas 2 e,
HabroIeHNe CIIMHHOU MO3T 1p36 Tepamnus
MOSIHEHOK, GFAP, cunanrodusux
1 I[\{E;Tblrajan etal. 13/ gg;iggrﬁozi?r’l_l/l{vllir’ Neu-N, MAP2: +; 1p/19q | Jlyuesas Tepanus J‘I‘eh;[z;.
’ ’ KOJIeJIeIus ’
L5-S1
GFAP, Olig2, BIILI 11 mec
2 | Karlowee et al. [18] 17/x | CnuHHOM Mo3T: T2 %?;T(ﬁgﬁ? ilOKO’ 67- XUMUOTEpanus, | IpOAOJIKEHHBIH
’ ~ BT yaeBas Tepanus 0CT
40 %; 1p menenust y p P
S 100, Olig2, GFAP, 6 Mec
3 | Fiaschi et al. [19] 36/x |IIpomonroBareiii Mo3r | cmHanTodusuH: +; Ki-67: ouorcus 11 '
20-25 % eTall.
4 Peerboccus et al. 4 BazanpHbIe ranrium, Olig2, GFAP: +; Ki67: BIIIII, 14 mec.,
[20] cruHHOM Mo3r: T8—9 1-3 %; 1p19q xomenerus XMMUOTEpaNus pemuccus
5 ][)Zcic]lgshun ctal. 5.3/% | CnuHHO# MO3T ]\3/16{(‘;?)1;@1’: + BRAF XumuoTtepanus pi7 Nzc.,
— MUCCHS
6 ][)zcic]lgshun ctal 1.6/m | CriuHHO#M MO3T \B/l;&l;dup: + BRAF Xumuorepanus p:6 Mcic”
L= MHUCCUS
7 ][)2(ic]lgshun etal. 3.5m | Tanamyc \B/l;(;\ol;dup N/A, BRAF Xumuorepanus pzinMCi;;
Dodgshun et al. BRAF dup: N/A, BRAF 19 mec.,
8 21] 7/m | Bucounas nons V60OE: + Xumuotrepanus -
OxBaTbIBaOIIAS GFAP, cunantodusuH, Jyuesas Teparms 12 mec
9 | Schwety et al. [22] 9/M | mEcTepHa, CIIAHHON NFP, Olig2: +; Ki-67: Y p ’ °
XumuoTepanus pemuccust
MO3T 53 %; 1p neneuus
10| Gardi 178 3/ Mosxeaox, CTB“()H | cunanrodusun, GFAP, BIIIL, 72 mec.,
ardiman et al. [8] K 223121; CIMHHOH MO3T | oy ). +: MIB-1: 0 % xnpyl;lj"iqec:oe HeTaL
- yAaIeHu
Mos3:keuok, JT00Has
11| Gardiman et al. [8] 3/ |0, BHCOUHAS 1O, curanto¢pusus, GFAP, XumuoTepamnus, 72 mec.,
' CTBOJ Mo3ra, ciiuHHOM | S 100: +; MIB 1:<1 % JIy4eBasi Tepamus peMuccus
Mmo3r: C3
. Mo3kedok, cTBoa Mo3ra, | cuHanTopuznd, GFAP, 24 mec.
12| Gard tal. [8 4/ i ’ ? i X ’
ardiman et al. [8] x KoHyC criHHOro mosra | S 100: +; MIB-1:<1 % HMROTEpATA pemuccus
CHHUHHOM MO3T: 12 mec.,
13 | Ruppert et al. [23] 54/x | T8-T10, CunbBbeBa GFAP: + JlyueBast Tepanust | MpOAOJIKEHHBIH
O6opo3aa poct
Tpassiii MocTo- GFAP, Olig2, Nes,: +; Xupyprudeckoe
. c+
14 | Cai et al. [24] 19/% | MO3KEUKOBBIH YTOJI, CI/{HanTOq)HmH' ’ YHAIICHHE, JyHepad 20 mec,,
eTBEPTEIH KeMyI0UeK Ki-67:1 %; 1p nenenns; Tepamnus, pemuccust
P Y KIAA1549-BRAF: + XUMUOTEpaHs
Olig-2, cunanrodusuH,
S 100, ATRX: +; Neu-N,
GFAP, Nes: +; VIM, XUMHOTEpaIHs 12 mec
15| Xu H. et al [25] 25/m |IlIpasas Bucounas nois | CD34, CD31, SMA: +; nyvesas T:pann;{ peMI/ICCI/;S{
Ki-67: 4 %; 1p36
nenenus, MGMT, BRAF
mutation: +
4—-myx
. , S100, 7,03 net/
16 | Aguilera et al. [26] | 3—xen/ CHHaH_TOq)HSHH XUMHOTEPATTHS et
143 GFAP: + pemMuccus
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Odbcy:xnenue.

JUIT'O sBnsieTcss OTHOCHTEIBHO HOBBIM HOBOOO-
pa3oBaHMEM B COCTAaBE HEWPOHAIBHBIX M CMEIIAaHHBIX
HelipoHaTBHO-TIIHANBHBIX ommyxouneit [1, 2]. IlepBuunas
JMarHOCTUKA SBJISIETCSI CIIOXKHOM B CBSI3H C OTCYTCTBHEM
cnenu(UIecKor peHTTeHOIOTHIEeCKOW KapTUHBL. OKOH-
YJaTeNbHBIA TUarHO3 OCHOBBIBAETCS HA PE3yJabTaTax MM-
MYHOTHCTOXUMHUYECKOTO W MOJIEKYJISIPHOTCHETHIECKOTO
HCCIIEJOBAaHUHN.

B cepun HabmoneHnit cpeHsIs MPOJOIKUTETLHOCTD
’KM3HU OlleHuBajack B 3 roga [3, 10, 21]. MuTtornueckas
akTUBHOCTH 10001 crenern (P = 0,045), ungekc mpo-
madeparyn Ki-67> 4 % (P =0,01) n npommdeparus rio-
MepylonaHbIX MUKpococynoB (P = 0,009) nmpu 6uoncun,
aCCOLUHMPOBAIINCH C XYAIINUM IPOrHO30M [8].

Haunbonee dwacThiM TIeHETHYECKHMM HW3MEHEHUEM
TUQQY3HBIX JIENITOMEHUHI€AbHBIX TIHOHEHpOHAaIb-
HBIX OIyXOJIEH, O KOTOPBIX M3BECTHO HA CETOJHSIIHHIH
neHb, aensgercs causaue KIAA1549-BRAF [16]. Hene-
MM XPOMOCOMHOTO Ijieya 1p Takke yacto Habitona-
torcsa npu a”anuze FISH. Kogenenuu 1p u 19q orme-
YaJauch ¢ MeHbIIeH yactotoii [13, 14]. B ogHoM cnyuae
¢ nmomoinpio FISH Gbl1a nponeMoHCTpUpOBaHa Kojee-
st 1p/19q tpancnokanus t (1p;19q) (q10; p10) [14].
WmmyHorucroxumus st R 132H-myranta IDH1 Gbina
oTpunarensHoit B 14 cinydasx [8, 10]. Takxke BcTpeda-
I0TCSl APYrHe€ MEHEe PacCHpOCTPAaHCHHbIE W3MEHECHHS
MAPK, xotopsie BKiIrogaioT B ce0st n3menenuss BRAF
(8 T.u. BRAF p.V600E), cmusame renoB NTRKI,
NTRK2 nmn NTRK3, myranuto FGFR 1 u peopanxe-
poBky RAFI. [15]

Baxno ormeruts, uro JJI'O — 3avacTyio arpec-
CHBHasI OBICTPONPOTPECCUPYIOIIAsl OMyXOJb ¢ Hebmaro-
MIPUSATHBIM KJIMHUYECKUM TTOBEACHUEM, OTHAKO, NMEIOT-
csl JaHHBIC O CIIy4yasx ¢ MEICHHBIM POCTOM B TEUEHHE
MHoOTuX Jetr [8]. Yamie onmyxonb BCTpedaercs y AeTer
U TIOJIPOCTKOB, HAll KIMHWYECKUI cilydail MOKa3hIBaeT,
YTO JaHHOE 3a00JICBAHUE MOXET BCTPEYATHCS U Y MalH-
€HTOB cpenHero Bo3pacra. uddepeHumanbHelid aua-
rHo3 JJJIT'O siBnsieTcst CA0XKHBIM U MTOPOl MHOTOCTYTIEH-
YaTBIM IIPOIIECCOM, B KOTOPOM HEOOXOJHMO YUUTHIBATH
KJIMHUYECKUE JIaHHbIe, MaKPOCKOIMYECKYI0 KapTUHY,
O0COOCHHOCTH, BBISBICHHBIE TPH MHKPOCKOITHNYECKOM
UCCJICIOBAaHUH, HWMMYHOTUCTOXMMHUYECKUH TMPOQHIIb
ONyXOJH, a TAKXKE PEe3yJIbTaThl MOJCKYIIPHO-TCHETH-
geckoro mccienoBaHuss. OH Takke JOJDKEH BKIIIOYATh
BCE MHTpPANlapEHXUMATO3HBIE OJIUTOACHAPOIIHAbHbIC
W acTpOLUTAPHbIE TIMOMBI C JIENTOMEHHHICAIbHBIM
TunoM pacnpoctpanenust [15]. Ilpu coMHuUTENBHOMN
THCTOJIOTHYECKOH KapTHHE MOXET MOMOYb MMMYHOIHU-
croxummuueckoe uccienosanue ¢ GFAP. O6uapyxenue
CHUHANTO()U3NH-TIONOKUTENBHBIX KIETOK U MOJCKYIISIp-
Heiid pouns cmustang KIAA1549-BRAF B coueranun
C M30JTUPOBAHHOM Jenernueit 1p i kogenenuneit 1p/ 19q
ykazeiBator Ha JIJITO [13, 14]. IIpu 5TOM HE CTOHT 3a-
OBIBATH, 9TO MOJECKYISIPHO-TEHETHIECKHUI TPOIIH JaH-
HOH OITyXOJIM HE JI0 KOHIIa M3Y4eH U MOT'YT HaOoqaThCs
Jpyrue usmeHenus cursansHoro nytu MAPK. B J1JIT'O
pexe BeTpedaetcst myTtanusi BRAF V600E, o6HapyxeH-

Hast B OOJIBIIMHCTBE IJIEOMOPQHBIX KCAHTOACTPOLUTOM
U B OATPYINE raHMIHoruoM.[15].

B mane neyenus, Haymyre 00CTPYKTUBHOM THIpOLIe-
(hanmy ¢ IpU3HAKaMU BHYTPUYEPEITHON THIIEPTEH3UH SIB-
nsieTcst aOCONMIOTHBIM TTIOKa3aHUEM JUIsl BHITIOJTHEHHS JINK-
BOPOLIYHTHUPYIOIIEH Omepanuy, HO JaXe B 3TOM Cilydae
CHUMIITOMaTHKa MOXET IPOrpeccHpoBaTh IO Mepe pocTa
omyxonu [27]. MakcumalibHasi pe3eKIHs OMyXOJId SBIIS-
€TCsl TIaBHOW IIebI0 B JIEUEHHH HOBOOOPa30BaHUM To-
JIOBHOTO MO3Ta, YTO MOXKET 3HAUUTEIHHO IPOITUTh IEPH-
on pemuccun [28]. Onnako nomnoe yaanenue JJITO 3a-
TPYAHEHO U3-3a JUCCEMHUHAIIMY NPOIIECCca U pOCTa BAOIb
cy0apaxHOMJAJIBHOTO NPOCTPAHCTBA. B maHHOM Hccie-
JIOBaHUH OBIJIO HEJOCTATOYHOE KOJIMYECTBO CITy4yaeB OIle-
PaTHBHOTO JIEUEHHS AT OOBEKTUBHOW OLICHKH BIIMSTHUS
XUPYPrUYECKOM PE3eKLMU Ha NpPOrHo3. TeM He MeHee,
MOTy4eHHe 00pa3ia TKAH! U YCTAaHOBJICHNE OKOHYATEIb-
HOTO JIMarHo3a sIBJISIETCSl IEPBOOUYEPEAHOMN 3a1aueil s
CBOEBPEMEHHOIO Hayajla TEepalHuu Jake B Cilydae He-
orepabenbHOI omyxonu [29, 30]. PesymbsraTsl, mpeacras-
JIeHHbIe B Tabnune 1 o marueHTax, IPOXOIUBIINX KypChI
XMUMHOTEPAIIMUK TIOKa3bIBAIOT, YTO JAHHOE JICYCHHUE MO-
JKET yIy4lmuTh nporro3 6omeHbIX ¢ JJITO. HaubGonee
pacnpocTpaHEHHbIM PEXXUMOM XUMHOTEPAITUH SIBIISIETCS
KapOOIIaTHH/BUHKPHUCTHH WII TEMO30JIOMHT [26].

VY nanueHToB MOMyYaBHIMX HMCKIIOYHUTENHHO JIyde-
BYIO TEpaIHIO, Pe3yJbTaThl ObUIM XYK€ B CPaBHEHUH
C POOTIEPUPOBAHHBIMH M MPOILIEIIIUMH KYPChl XMMHO-
TEparuy, HO KOJIMYECTBO CIy4aeB ObUIO HEJOCTATOUHBIM
W CTaTHCTHYECKH He 3HauMMbIM. Kak nmpaBuiio, jtyueBas
Tepanusi PeKOMEH/I0BaHa B Ka4yecTBE MOCJIECONEPaLUOH-
HOH abIOBaHTHOMN Tepanuu [26].

3akaio4eHue.

B janHOM mprMepe rUCTONOorHuecKas KapTuHa U UM-
MYHO(EHOTHIT OITYyXOJM HE OTIMYAIUCh OT paHee OIu-
caHHBIX B uTeparype. OrcyrcTBue ciusansg KIAA1549-
BRAF, n o0HapyXxeHHBIE TCHETUYECKHE MOJIOMKH NPH
FISH-nccnenoBanuu, o BCEl BUAMMOCTH, OOBSICHSIIOT-
Cs1 BO3PACTOM IAIlEHTa. TakKe 3TH OIMyXOJH SIBIISIOTCA
6oJiee TEHOMHO-CIIOXHBIMH, Y€M OIYXOJIH CHTHAJIBHOTO
mytd MAPK ¢ oganM coOwiTmem, 4to Tpedyer Oomee
DTyOOKOTO M3y4eHHS MOJEKYIIPHO-TEHETHIECKOTO Ipo-
¢uns ¥ NpOBEAEHUS NANBHEWIINX HCCIEAOBAHUM JUIA
pacImpeHust IPeICTaBICHUH O JaHHO OITyXOIH.

BBuay toro, yro JJII'O siBiisieTcs KIMHUYECKH Tpe-
MMYIIECTBEHHO arpecCUBHO-TEKYIIEH OITyXOJbio, OBbI-
CTpasi U TOYHAs TUAarHOCTHKA MMEET pelaroliee 3Have-
HHE JJIs1 CBOEBPEMEHHOTO Hadasia JIeUeHHsL.
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