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Heijipo0i1acToMbl M TraHIVIMOHEHP00JIaCTOMBI
neHTpaabHoii HepBHOH cucrembl (HHC-HB wu
IHHC-I'HB) sBasioTcsi MePBHYHLIMH PeIKUMHU
M Maj0 U3YyYeHHBIMH 3JI0KAYeCTBEHHBIMH OIY-
XOJISIMH Y B3POCJIbIX NALHEHTOB. BBUAY ci10:KHO-
CTH THCTOJOTrHYecKOl Bepu(PUKANMH JUATHO3A
HA HACTOSII[UIT MOMEHT OTCYTCTBYIOT OOLIMPHBIE
MMAEMHOJIOTHYECKHEe [JaHHbIe, a IPOTOKOJIbI
aIbIOBAHTHOH TepanMu HOCAT IMIHPUYECKHI
XapakTep €O 3HAYUTENbHOI BapuadeJbHOCTHIO
KJIMHUYECKOr0 HcXoaa.

B cTrarbe Ha ocHOBe aHaaM3a MeIMIUHCKOMH
JINTEPATYPbl U COOCTBEHHbIX KJIMHUYECKHX Ha-
OJIroNeHHil paccMOTpeHbI MNPo0JeMbl JHATHO-
crukn u Jedenus IHHC-HBb u HHC-THB vy
B3POCJBIX NanueHTOB. ONucaHbl 3MUAEMHOJI0-
ruyecKkue, KJIMHUYeCKHe, MopdoJiornyeckue
MOJIEKYJISIPHO-TEHETHYECKHEe XapAKTePUCTHKH, a
TaKKe CyHIeCTBYIONIUME HA HACTOSINIUI MOMEHT
noaxoabl K axbioBaHTHO Tepanuu IIHC-HB u
HHC-THb y nanuentoB crapume 18 jer. [das
NMOArOTOBKH 0030pa NMpoBedeH NMOMUCK JUTePaTy-
pel o 6azam gaHHbIX Scopus, Web of Science,
Medline, PubMed, PUHII. Mcnojn3oBano 36
HCTOYHUKOB, 44,5 % u3 HUX onmyO0/JIMKOBaHbI 3a
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BBenenue

HetipobOmacroma u ranmmoHeHpoOiacToMa IeH-
TpanbHOi HepBHOW cuctembl (LIHC-Hb u LTHC-
I'Hb) kak B meTCKOM, TaK W BO B3POCJIOH IIOITY-
JSIIMKA OTHOCATCS K PEOKMM M Majo W3yYEHHBIM
smbpuoHanpHbeIM omyxonmsim LUTHC [1]. B 1976 r.

B. Horten u L. Rubinstein mpemocraBmim camoe
KpPYITHOE Ha TOT MOMEHT MpeJCTaBlieHHe 35 ciy-
gaeB [[HC-Hb y manmeHntoB B Bo3pacte OT 2 Me-
caneB Ao 60 et ¢ ommcaHneM MOP(OIOTHIECKON
kaptunbl [{IHC-HbB, xnuHu4eckux nmpu3HakoB U pe-
3yIIETATOB XUPYyprudeckoro jgedenus [2]. Ha ocHoBe
Pa3HOTO COOTHOLIEHUS MEXIY CTPOMOW OMyXOJId U
KJIETKaMH C TaHIIHOUUTApHOH anddepeHImpoBKon
apropamu BbiaeneHo 3 Bapuanta LITHC-HB: knac-
CUYECKUW, JECMOIUIACTUYECKHM U MEPEXOIHbIN.
ITo3zxke, B 1984 1. J. Bennett u L. Rubinstein pac-
LIMPHUIIN CBOIO paboTy, OMKCaB JOMOJIHUTENBHO elIe
35 cnywsaes HTHC-HB, takum obpazom oOmimii 00b-
€M BBIOOPKH MAIUeHTOB cocTaBmi 70 TMaIMEeHTOB.
ABTOpHI OLIEHUBAJIM UCXOJBI 3200JICBAHUS C YUETOM
BO3pacTa, TUCTOJIOTHYECKUX IIOJTHUIIOB U METOIOB
nedenus. Ilo JaHHBIM 3TOTO HMCCiedoBaHMs, 00IIas
TPEXJIETHSSI BBDKMBaeMOCTh cocraBmwia 60 %, a
natwietHsast — 30 %. W tompko 9 mamueHTOB U3
70 opum crapmie 18 met [3]. Takke HEOOXOAMMO
YYUTHIBAaTh, 4TO B 80-€ TOABI MPOILIOTO CTONETHS
OBUIO OrpaHUYEHHOE WCIONb30BaHUE HMMYHOTH-
CTOXMMHYECKOTO HCCIEIOBAHUS TIPH BEpPUPUKAIIH
THUCTOJIOTUYECKUX JUArfHo3oB. TOJNBKO HECKOJIBKO
THUCTOJIOTHYECKUX OOpPa3IOB B BBILIETIEPEUUCIICH-
HBIX HCCIIEJIOBAaHUSX OBUIM OKPAIICHBI C ITOMOIIBIO
aHTUTeNa K DIHATBHOMY (QUOPUILISIPHOMY KHCIIOMY
oenxy (GFAP), rme mo3utnBHas OKpacka yKas3bIBa-
€T JIMIIb NPUHAJIEKHOCTh K HEHPOIMUTETHAIBHBIM
OIryXoJisiM. BeposTHO, YTO B HEKOTOPBIX CIyYasx K
kareropuu [[HC-HB Mormu ObITh OTHECEHBI OIyXO-
JI C TIOXOXKeH MOP(OJOrHUecKol KapTUHOMN, TaKue
KakK: Meay/urobJacToMa M SIEeHIUMOMA.

B xnaccugukamuu onyxoneir [IIHC Bcemupnoit
Opraam3amuu  3apaBooxpaneans (BO3) 2016 1
HHC-Hb u HUCH-THB xnaccuduuupoBainch Kak
SMOpPHOHATBHBIE OIYXOJNH C HU3KOAH(hEPESHITHPO-
BaHHBIMH HEHPOAIUTEITHAIBHBIMA KJIETKaMU C KO-
aqom MKB 0 9500/3 u 9490/3 coorBeTcTBeHHO [4].
ITepBrie getsipe mudpsr koga MKbB 0 o6ozHaugarot
KOHKpPETHBI THCTOJIOTUYECKUI TEpPMHUH, a TIsITasd
mudpa 3 ykasplBaeT Ha 3JI0KAYECTBEHHBIA Xapak-
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Tep OMyXonH. TaKCOHOMMSI JAHHOW T'PYIIIBI OIyXO-
Jel mperepriena 3HAUYMTENbHBIE W3MEHEHHS B IIO-
CIIeIHEH 5-i pemakiuu KiacCU(UKAIUU OITyXOJeH
IIHC BO3. Tak, B OCHOBHOM OITIaBJICHUU OCTaB-
nensl Tonsko LIHC-HbB, xoTopsle Teneps cTanu Ha-
3piBaThcsl IITHC-HB ¢ aktuBanueii rena FOXR2, a
IHC-I'Hb ynomuHaroTcs aullib B TEKCTOBOM 4acTH
knaccudukanmu B pasaene [[HC-HB. B nenom ke,
5-oe u3maHue ciexyeT peKOMEHAAIUSIM, TPUHATHIM
Ha kxoH(pepeHuun c-IMPACT-Utrecht, ymeHbIuTH
YUCIIO HO30JIOTUYECKUX EAWHHUIl I YIPOIIECHUS
HOMeHKarypsl omyxoneit [THC [5].

I[Tomumo ocobOeHHOCTEH B Bepu(MKAIIUU TUCTO-
nmoruueckoro nuarfo3a misa [IHC-Hb u [THC-T'HB,
y B3pPOCIIBIX MAalHEHTOB OTCYTCTBYIOT OOIICHPUHS-
THIE JIeueOHBIE TTPOTOKOJIBI M CTaHAAPTHL. B ceHTs0pe
2021 r. National Comprehensive Cancer Network
(NCCN) onyGnmKoBaHbl KIHHAYECKHE PEKOMEH-
maru 1o nedeHuto omyxoinei [HHC (Guidelines
Version 1.2022, Central Nervous System Cancers),
OJTHAKO PEKOMEHJAIIMN IO TEepalvH TalHeHTOB C
HOHC-Hb u IHHC-I'Hb ne mnpexacraBnensl [6]. B
xoHIe 2022 r. PoccuiickuM 0OIIIECTBOM KIMHHAYE-
ckux oHkonoroB (RUSSCO) nnanupyerca uznanue
HOBBIX MPAKTHYECKUX PEKOMEHJIAINI 10 JEYEHHIO
onyxoneit ITHC. B pexoMeHOanuu IUIaHUpYyETCA
BKJIOUEHHUE pazfielia, MOCBAIICHHOTO abIOBAHTHOM
tepanuu [[THC-Hb u [THC-I'Hb.

OCHOBHOH LieNbI0 HacTOsIEH padoThl SBISETCS
MIpeJCTaBIeHNEe NMEIOIIecS B COBPEMEHHBIX MeJH-
MUHCKUX 0a3axX JaHHBIX WH(pOpMAIMH 00 SIHAEMU-
OJIOTUH, KIIMHUKE, HEUPOBU3YAIN3ALMOHHON KapTH-
He, MOpP(]OIOTHYECKUX, WMMYHOTHCTOXHUMUYIECKUX
U MOJNEKYISPHO-TEHETHYECKMX  OCOOEHHOCTSIX
HHC-HB u IHC-I'Hb, a Takxke 0 CyIIecTBYIOIINX
MOJIX0JaX K JICYEHUIO M UCXohax 3aboyieBaHUs.

IMUIEMHO0JIOTHS M 0COOEHHOCTH
kiaaccupuxanun HC-Hb U THC-T'Hb

Cornacao ganaeiM peructpa CBTRUS (Central
Brain Tumor Registry of the United States), ¢ 2013
no 2017 rr. nons smOpuoHanbHBIX omyxoneit [IHC,
BHE 3aBUCHUMOCTH OT BO3pacTa, CPeIu BCEX 3JIO0Ka-
gyecTtBeHHbIX omyxonei I[HC cocraBuma 2,9 %.
[Iuk 3a0oneBaeMOCTH TPHUXOAMIICS Ha BO3PACT [0
4 ner. 3aboneBaemocts IIHC-HB u IHIHC-T'HB y
nauenToB crapme 15 mer cocrtaBmna 0,03 ciydas
Ha 100 000 nacenenus [7]. B eauHCTBEHHOM HC-
CJICJIOBAHUH, MOCBSAIICHHOM HEMOCPEIACTBEHHO 3IIH-
nemuonorun [JTHC-Hb u THC-T'HbB, aBropsl X. Lu
u coaBT. (2020) moka3zanu, 4YTO, COTIIACHO PETrH-
ctpy SEER (Surveillance Epidemiology and End
Results), 3aboneBaemocts [ITHC-Hb u [IHC-I'HE B
2013 1. cocraBuna 0,12 cimy4yas Ha 1 MITH. 4eTOBEK
[8]. Cpenu 280 nmanuentos ¢ IITHC-Hb u HHC-I'HB
62,8 % ObuI0 B Bo3pacTHOU rpymme ot 0 1o 9 ner,
a crapme 20 et Op10 TONMBKO 25,7 % MaIMeHToB.
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Opnnako uctuHHBIE 1UGPH 3a0oneBaemocT [THC-
Hb u HHC-THB y B3pocinbIX ManUEHTOB MOTYT
OBITH TOPA3I0 BBHILIE.

CnoxHOCTH C Y4YETOM OMUAEMHOIOTHIECKUX
JAHHBIX CBS3aHBI MPEXIE BCETO C OCOOCHHOCTIMH
HOMEHKJIATypbl B MPEIBIAYIINX KIaCCH(PHKAIUIX
onyxoneil [[HC u HecoBepLIEHCTBOM METOJIOB AHA-
THOCTUKH B MpeIIeCTBYIOIINE JAecATuieTus. Tak,
no mepecmorpa B 2016 1. KiIacCHUQUKAMHA OMyXO-
neit HHC BO3 cymecTBoBasia Takash HO30JIOTHS
KaK CyNpaTeHTOpHAIbHBIE MPUMUTHBHBIE HEHPOIK-
togepmaibhble onyxonu (IIH3O), xk koTopbiM OT-
vocuuck U [IHC-HB, u LIHC-I'Hb [4, 9]. Oxnako
HaumHas ¢ 2012 ., B psge paOoT BBISBICHBI OIpe-
JICTIEHHBbIE MOJIEKYJISIPHO-TEHETUYECKUE XapaKTepu-
CTUKH B SMOpHoOHaNBHBIX omyxoisx I[HC, Takwme
kak: nospexzaenue rena C19MC (amOpuoHanbHbIE
OITyXOJI C MHOTOCJIONMHBIMH PO3€TKaMH), WHAKTH-
Barusi reHa SMARCBI1 (INI1) (arunuunsie Tepa-
TOUHBIE/pabIOUTHBIE OIYXOJHN), TUIEPIKCIPECCHS
reda FOXR2 (metipobmacroma I[ITHC) [10-13]. Dro
no3Bonwio ynpa3aHute «IIHDO» xak TepmuH,
obobmaromuii  3MOpuoHaneHbIe omyxomu [[HC
CYIIpaTeHTOPHAILHON JIOKAJM3alliu, TPU STOM XO-
TEJNOCh OBl OTMEHHTH, YTO «HEHPOIKTOJEepamMalib-
HBIMH» OHHM OBITH He mepectanu [4]. Kak ynomu-
HaJIOCh paHee, B HOBOHM KiacCH(HUKALUU OIMyXoieh
IHHC 2021 r. HHC-I'Hb He ObuiM BBIAEICHBI Kak
OTHCNbHBIA THcTONOrnueckuit Ttum. [lpum stom 3a
5 JeT, mpoIeAmnX MEeXIy ABYMS IyOIUKaIHsAMU
knaccuduranmii  omyxoneir [IHC BO3, He Obuto
OITyOJTUKOBAHO HOBBIX JIMTEPATYPHBIX AAHHBIX, KO-
TOpBbIE OBl JTOKAa3BIBAJH OMHOPOTHOCTH MOJIEKYJISp-
HO-TEHETUYECKUX XapaKTepUCTHK H, UYTO Ba)KHEE,
ximHnYeckoro mporuoza mis [HHC-Hb u I[HC-
I'Hb. Kpome Toro, B uccinegoBanuu X. Lu u co-
aBT. (2020) mponeMOHCTPUPOBAHBI JTOCTOBEPHBIE
paznuuus B BeDKHMBaeMocTu mauueHtoB ¢ [THC-HbB
u IIHC-THbB (p <0,05) [8].

[Tostomy ynanenme IIHC-I'HbB, xak ormenbHOMH
HO30JIOTHUECKOW €IMHUIIBI U3 MTOCIEAHEH peaaKIuu
kinaccuduranuu onyxonei [IIHC BO3, cuuraem mo-
CIEIIHOM.

Kaunnyeckne u HeiipoBH3yaTu3allMOHHBIE
ocodoennoctu IIHC-HB u IIHC-THB

B xmmamaeckoit kaptune [IHC-Hb u ITHC-I'HB
OTCYTCTBYIOT CITEITU(UIECKHE CHMIITOMEBI, CITIOCO0-
HBIE€ BBIIETUTH WX CPEeld OCTAJIbHBIX BHYTPHMO3IO-
BbIX omyxoyieid. Kak u apyrue MHTpakpaHUajdbHBIE
0o0beMHBIE HOBOOOpa3OBaHHS OHHU  MPOSBISIOT-
CsS 04YaroBOi M OOIIEMO3TOBOM HEBPOIOTHIECKON
CUMIITOMAaTHUKONH B 3aBHUCHUMOCTH OT JIOKaJIH3aLUU
u oowema. Jlna [IHC-Hb u LHIHC-I'HB, xak u s
npyrux sMmoOpuoHanbHbIX omyxoneit IIHC, xapax-
TEpHO METaCTa3UpPOBAaHUE M0 JIMKBOPHBIM MYTSM,
YTO MOXET MPHUBOANUTH K CHMIITOMaM ITOPAKEHHS
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Ta6nuua 1. Knunnueckne Ha6nwogerHnsa LHC-FHB u LHC-HB y B3pocnbix NauueHTOB, ONMCaHHble B iuTepaType

N | ABTOpSbI Bospact | Mon | AnarHo3d | llokanudaums | Mtc | OP nT XT BEPB/OB
1 '[I'ésl-;osaka 1982 19 X LIHC-THB | no6Has pons |HeT |[4acTuyHas | 40p nokasnbHas | - BEPB >39m
M. Tanaka 1999 nuHeasnbHas
2 136] 57 v LUHC-IrHB 06nacTL HeT |ToTanbHasa | 50p nokanbHas | - BEPB >15m
Y. Nakazato 2004 BMCOYHas * * *
3 133] 32 M LIHC-THB nons HeT |ToTanbHas
H. Nishihara TeMeHHasq
4 2008 [17] 32 X LUHC-THB nons HeT |ToTanbHas |+ - BPB >14m
5 %4]Sabatino 2009 60 X LUHC-ITHB z%‘;t;:nowaq HeT |ToTanbHas | 60Mp nokanbHas | TM3 BPB >18m
6 H. Schipper 2012 28 M LIHC-THB | no6Has pons |HeT |[ToTanbHasa | 60Mp nokanbHas | TM3 BEPB >14m
7 (18] 42 X LHC-THB | no6Has gons |HeT |4acTtuyHas | 60p nokanbHas | TM3 BEPB >12m
M. Akin 2014 60KOoBOW BEPB >3 m
8 [15] 34 M LHC-rHB Xenyno4ex HeT |4acTuyHas | 54p nokanbHas | - OB>12m
9 |P. Yao 2017 [32] |16 M LUHC-THB | runnokamn HeT |ToTanbHas | 60Ip nokanbHas | T3M BEPB >60Mm
1 nuHng -
umcnnaTuH +
1)cy6T0- aTono3ung 6 1 BPB 51
M.B. Mauko un BUCOYHas TanbHaa 60Ip LIMKITOB 26PB
10 coasT. 2021 [19] 33 M LHC-HB nons HeT 2)cy6TO- | nokanbHas 2 nuHuS- >44 mec.
TanbHas kapbonnatuH | OB 105 mec.
+ TemMo30n0-
Mupg,
MO305IMCcTOE
M.B. Mauko u Teno ¢ Asy- 60Mp wennaTi + | gpp o5 yec.
11 52 M LUHC-HB | cTOpPOHHUM HeT |6uoncus atono3ung 6
coaBT. 2021 [19] PacNpoCTpa- nokanbHas LMKNOB OB >26 mec.
HeHnem
1 nuHna
M.B. Mauko n _ TemeHHas 60rp - BEPB - 87 mec.
12 coasT. 2021 [19] 37 M LHC-THB nons HET | HaCTuiHas | .\ anbHas u,m-ll-<|1\1/|<?36 OB>93 mec.

MpnMeyaHus. M — MyX4mHa; X — XeHwwHa; MTC — Hanudme akcTpakpaHuanbHelx Metactasos; OP — o6bem pesekuuu; JIT — nyyesas Tepanust; XT — xumu-

otepanus; T3M — Temosonomua; EPB — 6e3peunamnBHas BbbknBaemMocTb; OB — o6Lias BbXMBAeMOCTb;

- Tepanua He nposogunacb

criuHHOTO Mo3ra. Tak, cpeau 35 narmenTos ¢ [THC-
Hb u IHC-THB, omucaHHBIX B HCCIEIOBaHUH
B. Horten u L. Rubinstein B 1976 1., MeTacra3sl
B CIIMHHOM M03r oTtMmedanmuch B 40 % ciywaes [2].
OpHako B 0Oojee MO3MHMX KIMHUYECKHX HaOrome-
HUSAX HAJIWYHE 3KCTpaKpaHUAJbHBIX METAcTa3oB He
omnmcano (Tabdm. 1).

CornmacHo HeHpOBU3yaIU3alMOHHBIM JTaHHBIM
HHC-Hb u HHC-T'Hb npencraBieHsl CynpaTeHTo-
PUAITBHBIMH BHYTPHUMO3TOBBIMH  OITyXOJISIMH, pPac-
MPOCTpaHAIOIMUMUCS B OenoM Bemectse [2, 14], ¢
pPENKUM BOBIIEYCHHEM Oa3albHBIX TAHIIUEB W 00-
KOBBIX KemyfnodukoB [15]. B cBoeit cTpykType orry-
XOJIX MOTYT COJEpPKaThb KUCTHI, HEKPO3bI, KPOBOU3-
nustHAst [16], peAko — ydYacTKH KalbIH(UKALH
[17]. Hecmotps Ha TO, uTo IIHC-HB n ITHC-T'HB
OTHOCATCSl K 3J0KAaYeCTBEHHBIM omyXxoisiMm (grade
4), IS HUX XapakTepeH ciaaOblii WM yMEpPEHHBIN
nepudokanpaeiii oT€K [14, 17], a Takke vame crna-
0oe HaKOIUIEHHWE KOHTPACTHOTO BELIECTBA WIIM BO-
obme ero orcyrcteue [15, 17-19]. Hmwke MBI mipH-
BoauM JaHHble MPT 1ByX B3pOCIBIX NAlUEHTOB.
Ha puc. 1 npencrasnena MPT ronoBHOro mo3sra c
KOHTPAacTHBIM ycuieHneM nanuenta 33 ner ¢ LITHC-
Hb. B nmaHHOM cily4ae OIyXoJlb HE HAKaIUIUBAET
KOHTPACTHBIN Tpemnapar, UMUTHPYA nuddy3Hyto 10-
OpOoKaueCTBeHHYIO TIHAIBHYIO omyxojib. Ha puc. 2
npeactapieHa MPT rojoBHOro Mo3ra ¢ KOHTpPAcT-

*

— [JaHHble OTCYTCTBYIOT, + Tepanus npoBOAMAACS,

HbIM ycuieHueM nauueHTku 60 ner ¢ HHC-HbB. B
3TOM CJIy4aeB OIlyXOJIb UMEET HEeWpOBU3yalH3all-
OHHBIC MPU3HAKU CXOXKHe ¢ mmobmactomoil. Ctout
OTMETHUTh, YTO B SMOPHOHAJIBHBIX OITYXOJSX MOXKET
HMETh MECTO MHOT0O0YaroBO€ MOPa)KeHHUE.

Hns ouenku s¢¢dexruBroctrn tepanuu [IHC-HB
u HHC-I'HB A. Ren u coasr. (2014) npu npoBene-
HuM MP-guarHocTuk ocoboe BHUMaHWE Mpeasa-
TaroT yAENATh peXUMy Iu(Py3MOHHO-B3BEIICHHOTO
nzobpaxenust (DWI). B nanHbIx omyxonsx ormeya-
ercst HU3Kui kodh¢unment nuddysunu no cpaBHe-
HUIO C OKPYXXAIOIIMM MO3TOBBIM BEIECTBOM, 4YTO
00BsicHSeTCsl OOINBIICH TITOTHOCTBIO KIETOK U BBICO-
KHUM $IICPHO-LIUTOINIA3MAaTHYECKUM COOTHOLICHUEM.
B pesynbrare mpoBeneHHs albIOBAHTHOM Tepamnuu
MPOMCXOJMT TIOTEPS METOCTHOCTH KIETOYHBIX MEM-
OpaH, yBeJMYEHHE BHEKJIETOUHOIO MPOCTPAHCTBA
U, CJEIOBaTeNbHO, yBelndeHue auddysuu BombL
Kak moka3aHo B KIMHHYECKOM HAOIIOICHWH, OIH-
canaoM A. Ren u coast. (2014), Ha mpoTsHXKEHUU
Kypca xumuorepanuu pasmepsl omyxomu (LITHC-
HB) ocraBanuch cTaOMIBHBIMH, OZHAKO H3Mepsie-
MBI KOdQuumeHT nuddy3nn yBeTUUIHUBAICS, YTO
MOATBEPKAATO CHU)KEHHE IUIOTHOCTH KJIETOYHOTO
coctasa omyxonu [20].

Crmaboe HakOIUIEHWE KOHTpacTa W yMEpPEHHBIH
nepuoKaIbHBIA OTEK CIOCOOHBI [JaTh JIOKHOE
MIPECTaBICHNE O «IOOPOKAYECTBEHHOM) XapaKTepe
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HOBOOOpA30BaHUs, TP ITOM TPHUCYTCTBUE B OIIY-
XOJM HEKPO30B WM KPOBOM3IHMSHHHA MOXET TOBO-
putb 00 oOpatHOM. [loCKONBEKY MaTOTHOMOHHYHBIX
HelpoBuzyanu3anuonHeix mpusHakoB [[HC-Hb u
HHC-I'HB He uMmeroT, X cieayer nuddepeHunpo-
Bath U ¢ audy3HbIMU acTporuroMamu grade 2, u
IMO0IacTOMOM, CyNpaTeHTOPUAIbHONW SHEHIUMO-
MOH U JPYTHMMH HEHWpPOIMUTEINATBHBIMA HOBOOOpA-
30BaHHMSMH Pa3HBIX CTETEHEH 3JI0Ka4eCTBEHHOCTH.

Mopdonornueckue, UMMYHOTHCTOXUMHYECKHUE
U MOJIeKYJISIPHO-TeHeTHYeCKHEe XapaKTepUCTHKH
IHC-HB u [IHC-THB

Ilepsuunsie THC-Hb n IHHC-I'HBb Bxomsar B
TPYIIY MEJIKO-KPYIIIO-TONyOOKIETOYHBIX 3MOpHO-
HanpHBIX omyxonedd ITHC. OHm cocrosT W3 HEH-
POSIHUTENHNANBHBIX KJIETOK C HHU3KOM CTENEeHbIO
cTpykTypHOil nuddepenpoBku (HeHpoOIacTh),
BBICOKHM SIJIEPHO-IIUTOIIIIA3MATHIECKUM COOTHOIIIE-
HUEM U BBICOKOHW MpoNM(epaTuBHON aKTHBHOCTBIO
[1]. Ecnmm B CTpyKType OITyXOJH JOMOJHHUTEIHHO
00HapyKMBAIOTCSI KpyIHbIE TU(PEepeHINPOBAHHBIC
(raHIIMOHApHBIE) KIETKH, TO OMYX0JIb 0003HaYaeTCS
kak [{HC-THb [2, 4, 21]. OcoGeHHOCTSIMH TUCTO-
APXUTEKTOHHUKH SBISICTCS HaJH4YHE IICEBIOPO3ETOK
Xomepa-Paiira, (cTpykTypbl HelipoHANBbHOH mudde-
penrpoBkn) [11, 13, 22]. Ha ocHOBEe COOCTBEHHBIX
KIMHAYECKUX HAOOACHUH Ha pUC. 3 TpemcTaBie-
Ha ructonornyeckas kaptuHa [IHC-Hb y naunenTa
33 ner u IHC-I'Hb y marmuenTa 37 mer.

ITo 1aHHBIM UMMYHOTHCTOXHUMHUYECKOTO aHAIH3a
HUrx), 8 HHC-Hb u ITHC-'Hb oOnapyxuBaert-
Csl TIOJIOKUTENBHOE OKpAIlMBaHWE AaHTUTENIaMH Ha
HeHpOHaNbHBIE MapKepbl — TaKUe KaK CHHAITO-

05.2011

¢bmun (Syn), snaepHBIE OETOK HEPBHBIX KIETOK
(NeuN), nelipon-cneunpuueckuii OENIOK IUTOCKe-
nera MAP2 [21], neliporcnennduieckas dHonaza
(NSE), meitpodunaments! (NF) [22]. UacTo oTmeua-
eTcs BBIpRKEHHAsI IKCIIPECCUsl MapKepa OJIUTOJCH-
nporuTapuoi muddepennuanun OLIG2 [11, 21].
Ho nmecmotpsa Ha skcmpeccuto OLIG2, xapaxtep-
Hasg Mop(oornueckas KapTHHAa MEIKO-KpyIJIo-TO-
JyOOKJIETOYHOM OIYyXOJH U OTCYTCTBHUE KO-IEJICLIH
1p19q no3Bonstor otmuuuts LIHC-HB u [THC-I'HB
OT OJIMTOJECHIPOIIIHOM.

HenaBno mo manabiM uccnemoBanust A. Kors-
hunov u coasr. (2021), ObUIM OOHAPYKEHBI UMMY-
HOTMCTOXMMHYECKHE MAapKephl, BBICOKOCTIEHU(PHY-
weie s [{HC-HB. Ilo3uTuBHOE OKpammnBaHuEe Ha
SOX10 ob6mamaer 100 % 4YyBCTBHTENBHOCTBIO H
98 % cnemmduunocteio st [[HC-HB, a no3utus-
Hoe okpammBanue Ha ANKRDS5 o6mamaer 97 %
9yBCTBUTEIHHOCTHIO U 95 % cnenuduanocThio [23].
Takum 00pa3oM, MMMYHOTHCTOXHMHYECKOE OIIpe-
JeneHre KoMOMHMpoBaHHOHM 3kcnpeccun SOX10 u
ANKRDS55 mokeT OBITh HCHOJIB30BAaHO NS TUQ-
(epennmansHoi quarHoctuku [IHC-Hb ¢ apyruvm
MEJIKO-KPYIJIO-TOTyOOKIETOUHBIMH OITyXOJISIMH.

Jlns SMOpHOHATBHBIX OITyXOJieH, B OTIHMYHE OT
[JINOM, MEHEE XapaKTEpPHO MO3UTHBHOE OKpalluBa-
Hue antutenoM k GFAP, okpacka KOTOpbIM HOCHUT
ckopee (OKaNbHBIH XapakTep, MOAYEPKHUBAS TaKUM
00pa3oM AHMBEPreHTHOCTh TUPQPEPEHLIUPOBKH HM-
OpHOHANBHBIX OITyXOJIeH B HECKOJIBKMX HarpaBlle-
Husx. Ognako T. Futura m coast. (2020) onmcanu
obOHapyxenue B crpykrype IIHC-HB paccesuubix
GFAP-1onoXuTenpHbIX KJIETOK, aBTOPHI HA3bIBAIOT
UX PEaKTUBHBIMHU acTPOLMTaMH, [UINHHBIE OTPOCTKH
KOTOPBIX KOHIIEHTPHUPYIOTCS BOKPYT cOCyHoB [24].

Puc. 1. MPT ronoeHoro mo3ra nauueHnta 33 net ¢ UHC-HB. Pexum T1 ¢ KOHTPAcCTHLIM YCUIIEHWEM B KOPOHAPHOW () 1 akcuanbHol (6)
nnockocTsx. Heipobnactoma mMeavasnbHbiX OTAENO0B NpaBoi BUCOYHOM aonn. Anddy3Hblii pocT HoBoOOpa3oBaHusi, cnabo HakaniueawoLiee
KOHTPACTHOE BELLECTBO, 3aCTaBNSET NPOBOAUTL AMPIEPEHUMANBHYIO ANArHOCTUKY C BblICOKOAN(DEPEHLMPOBAHHON aCTPOLMTAPHON ONyXOblo
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Puc. 2. MPT ronosHoro mosra naumeHtku 60 net ¢ LLHC-HB. Pexum T1 ¢ KOHTPacTHbIM YyCUIIEHWMEM B KOPOHAPHOIA (a), akcuanbHoi (6) n
carutTanbHon (B) nnockocTsax. MHoroovaroeas Heipobnactoma MeamasbHbiX OTAEN0B NpaBoi BUCOYHOM nonu. HelipoBrayannaaumoHHble
XapakTePUCTMKN OMYXOJIM HE OT/IMHAIOTCS OT TAKOBbIX MPU 3/10KAYECTBEHHOW acTPOLMUTOME

Puc. 3. MmcTtonornyeckas kaptuHa: a — LUHC-HB, menko-kpyrno-ronybokneToyHas onyxosb, OKpacka reMaToOKCUIMHOM 1 303uHOM x200;
6 — LIHC-THB, Menko-kpyrno-rony6okieToqHasi onyxosib C KPYMHLIMU FaHIMOHAPHBIMU KieTKaMun (CKOMIEeHNs KeTok o6BeaeHbl), okpacka
reMaToKCUINHOM 1 303rHOM YB. 200

Jnsa IHHC-Hb u LHTHC-I'HB xapakTtepen BbICO-
Kuii MHAEKC mponudepaTuBHON akTHBHOCTH Ki-67,
Kak y OONBIIMHCTBA SMOPHOHAIBHBIX OITyXOJIEH, KO-
Topeiii MoxeT mocturatb 80-90 % [19, 21]. Hna
cpaBHEeHMS, B mHoOnactome nHaekc Ki-67 ne mpe-
Bhimaer 20-30 % u peako cocrasiser 50 % u 6o-
nee [25]. IloaToMy HEHpOIMUTENNATHHBIE OITYXOIH
¢ noBbIeHHBIM UHACKkcoM Ki-67 (Gonee 50 %) He-
ooxoaumo Bcerma auddepeniuporars ¢ [THC-HB
n HHC-T'HB.

B nwmreparype BCTpeuaeTcss BCETO HECKOJIBKO
paloT, OCBELIAIOUINX OCOOEHHOCTH MOJICKYJISPHO-
renerndeckoro npoduns [ITHC-Hb u IIHC-T'HB.
OpHako OOJIBIIMHCTBO 3THUX MCCIEAOBAaHUN OCHO-
BAaHO Ha WM3YyYCHWHU OIYXOJIeH y NIeTel M MalieHTOB
Mosioforo Bo3pacta (oT 3 mo 22 ner). Hambonee
3HAUUMOH cpenu HUX sBisieTcs padora D. Sturm
u coaBT. (2016), B KOTOpOil MPOAEMOHCTPHUPOBA-
Ha MOJEKYSIPHO-TEHETHYECKasi TIeTepOreHHOCTh
smOpuonanbubix omyxoneit [IHC. Ha ocHoBe wu3-
yuenus npodwmrs metunupoBanus JITHK y 30 omy-
XOJIel ¢ paHee YCTaHOBIEHHBIM AguarHo3oMm [THDO

ITHC aBTOpHI OMpenenuin TUIEPIKCIPECCUIO TeHA
FOXR?2 xax muarnoctmueckuit kpurepuii LIHC-HB,
YTO BIOCJEICTBUU JIEIIO B OCHOBY HOBOM KJlac-
cudpukarm 2021 1. [12]. B Hacrosmuii MOMEHT
onpeneneHne runepakcnpeccun rera FOXR2 ss-
JIACTCA O6$I3aTeJH)HI)IM AJid yCTAHOBJICHUA JUArHo3a
HHC-Hb. Ho crmemyer y4urthIBaTh, 4To OIHA TH-
nepakcnpeccust reHa FOXR2 He sABnseTcst cTporo
maroraoMonnynoi s [IHC-Hb u IJHC-I'HB, Tak
Kak MOXXeT OOHapyXWBaTbCcsi M B MEAy/U10051acTo-
Max [26].

[Ipobneme BepupUKALUM OMyXOJeH MOCBAIICHO
uccnenosanne E. Hwang u coasr. (2018), moka-
3aBIlee, YTO IPH OMNpPENeIeHHH NPOQPHIS MEeTH-
nupoBanus JIHK apXuBHOro TrucToaorudeckoro
Marepraiia ot 85 marmumenToB (ot 3 go 22 ner) c
paHee yCTaHOBJICHHBIM THAarHO30M 3MOpPHOHAIBHOM
omyxonu [[THC y 18 mamuenTtoB mpouzomnia cMeHa
JIMarHO3a Ha TIHAJIbHBIE OIYXOJIM BEICOKOW CTETIEHU
3nokauecTBeHHOCTH [27]. Bonee Toro, y manueHTOB
C TIOATBEP)KIECHHBIMU SMOPHOHAIBHBIMH OITYXOJIs-
mu [HHC nporHo3 okaszancs 3HAUUTEIBHO Jydlle.
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[osToMy mpoBeeHHE MOJNEKYISIPHOTO MPOQUINPO-
BaHUS JOJDKHO CTaTh CTAaHAApPTOM JUIS aJeKBaTHOM
MIOCTAaHOBKU JIMarHo3a U JaJbHENIIEro KOPPEKTHOIO
rmondopa aabIOBAaHTHOW TEPAITHH.

Ha ceropnsamnuii neHb A HEHpOAMUTENHATb-
HeIX omyxoneit [[HC BEISIBICHBI MPOTHOCTHYCCKHE
U TIPEIUKTHUBHBIE MOJIEKYISIPHO-TeHETHIECKHE Map-
kepsl [28]. B mepByro odepeap 3TO OTHOCHUTCS K
Haguuuio MyTtanuid B reHax IDH1/2 u ypomHIO
skcnpeccuu 3kcnpeccus MPHK rena MGMT coot-
BeTCTBEeHHO. OTHAKO HMICCTIENOBAHHMN, TIOCBAIIEHHBIX
M3YYCHUIO MOJIEKYISIPHO-TEHETUYECKOTO IPOdUIs
HHC-Hb u IHHC-THB y B3poCHbIX MalueHTOB,
kpane wano. OnyOmukoBaHBI JHOO OTHEITHHBIE
KIuHUYeckue HaoOmwonenus [19, 24], mmbo HeOOIb-
[T WCCIIEZOBAaHUS, B KOTOPBIX HE YYHUTHIBAJIACh
MOJIEKYJISIpDHAsl TETEPOreHHOCTh SMOPHOHAIBHBIX
onyxoneii ITHC [22]. Tak, A. Korshunov u co-
aBT. (2016) m3yyanu 9acToTy BCTPEUAEMOCTH Me-
TUIMpoBaHusi npomoropa reHa MGMT u npyrux
TCHETHYCCKUX aJbTepalnidi B 00pa3ax OIMyXOJICBOM
TKaHu mrobmactomel ¢ myTauueit H3F3A G34 (59
MaIreHToB B Bo3pacte oT 9 no 51 roma) u [THOO ¢
myTtamueid H3F3A G34 (22 manueHTta B Bo3pacte OT
12 no 39 ner). B rpynne mamueHTOB ¢ IWAarHO30M
ITH30 c¢ myraumeit H3F3A G34 merunupoBaHue
npomotopa reHa MGMT BcTpeuanocs ¢ BBICOKOM
gactotoii — 67 % [29]. JlaHHBIA BBIBOI MOXET
00OCHOBBIBaTh Ha3HaYE€HHE TEMO30JIOMHIA B Kade-
CTBE aJbIOBAHTHOTO JICYCHHUS MAlMEHTaM C dMOpH-
onanpHbIMU omyxorsivu [THC. Omnako TpeOyercs
JIOTIOJTHUTENIFHOE H3y4YeHHE YacTOThl METHJIMPOBa-
HUs npomoropa reHa MGMT B rpyIe manueHToB
¢ ITHC-Hb u ITHC-T'Hb.

CymecTBylomme noaxoabl K Tepanuu
IOHC-HBb u HHC-THB cynpareHTOpHAJIBLHOIM
JIOKaJIM3alli y NAIHEHTOB cTapme 18 jer

OnyOMMKOBaHHBIX Pa0OT O METoJaX JICUCHHS,
00beMax XHPYypPrHYeCKOro BMEIMIATEIhCTBA, alIbIO-
BAHTHOM XUMHOJYYEBOM TEpanmuu U OTHAICHHBIX
pe3yabrarax Je4eHHs B3pOCIbIX MAllUEHTOB C TAaKOU
[aToJIOTUEN KpaliHe Mallo, Yallle OHU IpelCTaBie-
Hbl KIIMHUYECKUMHU HaOmoneHusMu (tadm. 1).

Kax 0p170 cka3aHO BBIIIE, TIOKA HE CYIIECTBYET
OOIIETPUHSTHIX MTPOTOKOJIOB JICUSHUS 3TOM KaTero-
pun manueHToB. OgHAKO MaKCUMalbHAasl XUPYPTrH-
YyecKasi Pe3eKLHMs OIMyXOJd paccMaTpUBaeTCs AJA
BCEX HEHUPOINMUTENNATbHBIX OIyXOJEeHd Npu J0-
crynHoil nokanuzanuu [30]. Tak kax IIHC-Hb u
IHC-I'Hb otHOCSTCS K 4 CTENEeHH 37I0KaYeCTBEH-
HOCTH, BCEM IALIMEHTAM IIOCJIE XHUPYpPrUYECKOro
JIeYeHUs HEeoOXOJUMO TPOBEIEHUE abIOBAHTHOM
Tepanuy. Yaiie MCHOJB3YHOTCS NpEnaparbl: TEMO-
30JI0MHUJ], [HCIIIATHH/KapOOIUIaTHH, BUHKTUCTHH,
3TOMO3M, IHUKIo(pochamMua Kak B MOHOTEpAIuW,
TaK W B Pa3NMYHBIX KoMOwHanmsax llpn Hammaum

KpaHHOCIUHAJIBHBIX METacTa30B HEOOXOANMO MPO-
BeJIeHUE KPAHWOCIHHAILHOTO OOydeHHs C Moce-
nyroued IIXT Ha ocHOBe nucmiaTuHa, 3TONO3UAa
[31].

TpeOyercs panbHeiIIee H3yYCHHE MOJIEKYISP-
HO-TEHETUYECKOTO MPOQMIIS TaHHBIX THIIOB OIyXO-
Tel A MoMCKa MPEIUKTHBHBIX MapkepoB. B psme
KJIMHUYECKUX HAOIIOIEHNI MOXXHO BCTPETUTH IMOJ-
xoael k jeuenuio I{THC-HB ananmorndabie TaKOBBIM
Npy MIHOOIacTOME C IPUMEHEHHEM TEMO30JI0MHUIA
[18, 32-34]. OnHako cTaryc METWJIHPOBAHUSA IIPO-
Moropa reHa MGMT, kak OCHOBHOTIO IHpeIuKTOpa
3G (GEKTUBHOCTH TEPANUU TEMO30JIOMHJIOM, B 3THUX
HaOMIONEHNSIX He ompenesuicas. B OoipIInHCTBE
KJIMHUYECKUX CIy4aeB, OMUCAHHBIX B JIUTEpaType,
XUMHUOTEpanus TU00 COBCEM HE MPOBOIIIIACEH, TN0O
uHpOpPMAIMA O ee MPOBEIECHUH OTCYTCTBOBana [15,
17, 33, 35, 36].

Ponb nyueoii Tepanuu npu neuenuun L{HC-HB
n IHHC-I'Hb wusyuena HemoctarouHo. Ocraercs
OTKPBITHIM BOTPOC O TOKA3aHUAX K KPAHUOCIH-
HaJIBHOMY OOJIyYEHHIO AJISi B3POCIHBIX MAalUEHTOB,
B OCOOEHHOCTH 0e3 MeTacTaTH4eCKHX OTCEBOB IO
JIMKBOPONPOBOIAIINM TyTsM. J. Bennett u coabr.
(1984) mpemiokunu NpoPUIAKTUIECKOE KpaHU-
OCTMIMHAJBPHOE OONydeHHe JUIsl BCeX MAaIlMEeHTOB C
IHHC-HBb u IIHC-I'HB B cBfi3u ¢ BBICOKOW CKJIOH-
HOCTBIO K METAaCTa3WPOBAHHUIO IO JIMKBOPHBIM ITy-
M [3]. IloOounsle 3¢dexTs myueBoil Tepamuw,
Takue KaK CHIDKCHHE KOTHUTHBHBIX (QYHKUWH H
MOCTIIy4YeBasl MHEIONATHs, OTPAaHNYUBAIOT MPUMe-
HEHHE KpaHHOCIWHANBHOTO oOmydeHus 6e3 aud-
(hepeHIIMpOBaHHOTO MOAXOoAa K mamueHtam. Jlis
pelleHuss BONpoca O IMPOBEIECHUU KpPaHHOCIIHU-
HaJIbHOTO OOJTydeHHsI HEOoOXOMMMO M3ydeHue ¢ak-
TOPOB pHICKa (OPMUPOBAHUS KPaHUOCIUHAIBHBIX
MeracTa3oB y B3pocihbix manueHToB ¢ [{THC-Hb u
HHC-T'HB.

[IporHo3 i ManMEHTOB € AAHHOM MATOJOTH-
eil octa€rcs He M0 KOHIA MOHATHBIM. CorimacHo
JaHHBIM JUTEparypsl (tabm. 1), Oe3penuauBHAs U
oOmiasi MPOAOIKUTENFHOCTH XU3HHU pasHaTcs. Ilo
JTAHHBIM E€IWHCTBEHHOTO IOMYISIMOHHOTO HCCIIe-
noBaHud X. Lu u coasr. (2020), mpoAoimKuTensb-
HOCTPH JKM3HH TAIMEHTOB BapbHpOBajiach oT 1 roma
no 10 ;et, HECMOTpsI Ha 3OKaYEeCTBEHHBI Xapak-
Tep omyxoiu. B nmanHOe mccnenoBanue ObUTO BKITIO-
yeHo 280 mammentoB ¢ HB (84,3 % mamueHTOB)
u I'Hb (15,7% mnaumentoB) ITHC. U3 nux 74,3%
MaruedToB ObuTH B Bo3pacTe mo 19 mer u 25,7 %
nanueHToB crapme 19 ger. ¥V 53,6 % (n = 150)
MAI[MeHTOB OIyXOJh JIOKAIH30Baldach B TOJOBHOM
Mo3re, a y ocraBmmxcs 46,4 % ObUIO TOpakeHHE
TOJIBKO CIIMHHOTO MO3ra. B manHOM pabote BbIsBIIE-
HBI KIIMHUYECKHE (PaKTOphI, BIMSIOIIAE Ha MPOTHO3
3aboneBanus. Monofoi Bo3pacT U MPOBEACHUE XH-
PYPTUYECKOTO JICUCHHSI OKAa3bIBalld OJArompHsITHOE
BIIMSIHUE Ha IPOAOJDKUTEILHOCTD KU3HH ITAllUCHTOB.
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HeratuBHbIM TPOTHOCTHYECKUM (PAKTOPOM SIBJIS-
JIOCh HAIW4YHe KPAHMOCIMHAIBHBIX METacTa30B.
Ilon, paca, lokanu3anus OIYXOJNH, IPOBEICHUEC
Jy4eBOW Tepamuu (B TOM YHUCIIE U KPaHHOCITHHAIb-
HOTO OOJTydeHMs) HE OKa3alld BIUSHUS Ha MPOJIOII-
KUTEIBHOCTh KU3HH [8]. CTOUTH OTMETUTH, UTO B
JTAHHOM HCCJIEIOBAaHNH JIOKa3aHO TaKKe MO3UTHBHOE
MPOTHOCTUYECKOE BIIMSHUE HAIMYMSI TAHTIIUOIUTAP-
HOTO KOMIIOHEHTa B omyxonu (nuarao3 LIHC-I'HB).
KoHkpeTHbIe 1IUQPHI MPOAOIKUTEILHOCTY KHU3HU B
IpyMIax B 3aBUCUMOCTH OT THCTOJIOIMYECKOTO TUIIA
OIyXONlU HE yKa3biBaroTcsa. I[lpuHMMas BO BHUMa-
HUe, 4TO (aKTOPhI MPOTHO3a PACCUNUTHIBATIUCH IS
o0mieil rpynmbl ManueHToB (OONBIIMHCTBO U3 HUX
MMeNu BO3pacT MeHee 19 Ier), HOCTOBEpHO OIle-
HUTH BIHSHUE KIMHUKO-MOP(OIOTHIECKHUX (aKTo-
POB Ha MPOTHO3 IS MAIMEHTOB cTapiie 19 yer He
MPEJCTABIIACTCS BO3MOXKHBIM. M B 3TOM wHCCIeno-
BaHUM, U B OOJIBITUHCTBE BBIIICTICPEUNCICHHBIX HE
MPHUBOAUIACH MOJICKYJISIPHO-TCHETUYECKAsT Xapak-
tepuctuka [THC-Hb u IIHC-I'Hb, u e¢ Biusawme
Ha TPOTHO3. A TaKXe HE OLCHUBAJIOCH BIUSHUC
PasHBIX CXeM XHMHOTEPANICBTHUYCCKOTO JICUCHHUS Ha
MPOMOIKUTENHFHOCTh JKU3HH B3POCIHBIX HAIlMEHTOB
¢ IHC-Hb u LIHC-T'HBb.

3aKkjoueHue

B crarbe Ha OCHOBe aHamu3a MEAMIMHCKON
JUTEPaTypbl U COOCTBEHHBIX KIWHUYECKUX Ha-
ONMIOJICHUNA PAaCCMOTPEHBI  AIUJIEMUOTIOTUYECKHUE,
KIIMHUYECKHe, MOP(OJOTHUECKHEe W MOJEKYIsp-
Ho-reHeTHueckue ocobennoctu [[HC-HB u ITHC-
I'Hb y naunuenTtoB ctapuie 18 ner. M3-3a crnox-
HOCTEH, KOTOpPBIE COMNPSKEHBI C MOCTaHOBKOM
TUCTOJIOTHIECKOTO JTUArHo3a, a TakkKe PEAKOCTHIO
MaTOJOTHUU CPEAW B3POCIOTO HACEJCHHS, HEb3s
JIOCTOBEPHO CYIUTh O 3a00JIeBa€MOCTH, MPOTHO3E
Y ONTHUMAJbHON TaKTUKE JICYECHHsI JAHHOM Kare-
ropuu OOJbHBIX. [IPOTOKOIBI JICUEHUs Ha JTaHHBIH
MOMEHT OTCYTCTBYIOT. AZBIOBaHTHAs Tepamus HO-
CUT MIIMPUYECKUN XapaKTep, U MPOBOIUTCS KIH-
HUYECKUM OHKOJIOTOM, OCHOBBLIBAsSCh HAa JUIHOM
onbiTe. OTHAKO ONpEEICHHE UMMYHOTHCTOXUMHU-
yeckux (MOo3uTHBHOE OKpammuBaHue Ha SOXI10 u
ANKRDS55) u MOJEKyIIpHO-TCHETHIECKUX Map-
kepoB (rumepskcnpeccusi rera FOXR2) cnoco6-
CTBYIOT OoJyiee kKauecTBeHHOU auddepeHnmansHoMn
muarHoctuke mexnay LIHC-HB/LIHC-I'HB, tmwmo-
0JacTOMOM, CyNpaTeHTOPHAIBHOW 3ICHIMMOMOI
U JOPYTEMH  MEIKO-KPYIJIO-TOIYOOKIETOUHBIMH
onyxonmsmu IHC. Ilocnenyromue wuccienoBaHus
MOJIEKYIIAPHO-TEHETHIECKUX ~ OCOOCHHOCTEH W
KIIMHUYECKUX WCXOAOB MO3BOJAT C(HOPMHPOBATH
aJleKBaTHBIC TIOAXOABl K TEpamuu TAIlUCHTOB C
TaKUMHU PEeIKUMH TUNaMu omyxojeil. Kpome toro,
HEOOXOIMMO CPaBHUTEJIBHOE H3y4YCHUE KIIMHUYE-
CKUX HCX0moB obewx rpynn OonmbHBIX ¢ [THC-HB

u [THC-I'HB nns nepcoHanu3upoBaHHOrO moadopa
MIPOTOKOJIOB XUMHOTEpanu U (HOPMUPOBAHHUS TIO-
Ka3aHUM K MPOBEICHUI0 KPAaHUOCHUHAIBHOIO 00-
Jy4EeHHUSI.
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Primary central nervous system neuroblastomas and gan-
glioneuroblastomas (CNS-NB and CNS-GNB) are rare and

poorly studied malignant tumors in adult patients. As histo-
logical verification of the diagnosis is difficult, there is cur-
rently a shortage of extensive epidemiological data. Moreover,
protocols for adjuvant therapy are largely empirical, resulting
in considerable variability of clinical outcome.

The article discusses the problems of diagnosis and treat-
ment of CNS-NB and CNS-GNB in adult patients based on
the analysis of the medical literature and our own clinical
observations. It describes the epidemiological, clinical, mor-
phological, and molecular genetic characteristics, as well as
current approaches to adjuvant therapy of CNS-NB and CNS-
GNB in patients over 18 years old. To prepare the review,
a literature search was conducted using the Scopus, Web of
Science, Medline, PubMed, and RSCI databases. We used 36
sources, 44.5 % of which were published in the last 5 years.
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