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AHHOTauuA

AKTyanbHOCTb. OMOPMOHarbHbIE OMYXONW LIEHTPanbHON HEPBHOM CUCTEMbI — 311I0KaYECTBEHHbIE HOBOOOPa-
30BaHMs, KOTOPbIE NPEMMYLLECTBEHHO BCTPEYaloTCs y NaLMeHToB AEeTCKOro Bo3pacTa ¢ NMkom 3abonesaHus
B 4 roga. Mo cBOUM MOPdONOrMYECKNM XxapakTepncTMkam AaHHbIE OMYXOnn OTHOCATCA K rpynne MenKokpy-
rnorony6oKNeTOYHbIX 1 HU3KOAMd D EPEHLIMPOBaHHBIX, MO3TOMY MMCTONOrMYecKas AnarHoCTvKa ConpsbkeHa ¢
onpeaeneHHbiMn TpyaHocTaMu. MeToa n onucaHue cnyyvaes. [NpeacrasneHbl Tpu KMMHUYECKUX HabniogeHns
nauneHToB C AMOPVOHANbHBLIMW OMYXOMNSIMU LIeHTParbHON HEPBHON CUCTEMbI CyrnpaTeHTopuanbHOM rnoka-
nu3aumun. B aByx cnyyasx (Bo3pacTt naumeHToB — 33 u 52 roga) npu MMMYHOTMCTOXMMUM BEpUdULIMPOBaHa
Hempobnactoma (Syn (+), NSE (+), CD (+) n Ki67 10/40 %) v B TpeTbem (Bo3pacT — 37 NeT) — raHrmmoHen-
pobnactoma (Syn (+), NSE (+), CD99 (+) n Ki67 40 %). Bcem nauveHTam npoBefeHa nyyeBas tepanus
CO[ 60 I'p Ha obnacTb onepaTMBHOrO BMELLATENbCTBA M 6 LIMKITOB XMMUOTEPanvu B aAbOBAHTHOM PeXUME:
OonbHbIE C HepobnacTomor NonyyYnnu xumuoTtepanuio no cxeme EP (uucnnatuH + aTonosua), nauneHT ¢
raHrnmoHenpobnactomon — Temo3onomug. PesynbTtar. B kaxxgom criydae B pedynsraTte nevyeHvs 6bin no-
ny4yeH o6bEKTUBHBIV OTBET. be3peunanBHasi NPOAOIMKUTENBHOCTb XM3HW B NEPBOM criyyae (Herpobrnactoma)
coctaBuna 51 mec, obLas NpooOMKUTENBHOCTL XM3HN — 6onee 105 mec (8 neT 9 mec); BO BTOpOM criyyae
(Herpobriactoma) — 25 mec 2 Hea 1 6onee 26 mec COOTBETCTBEHHO, Y NauueHTa C raHrmmoHenpobnactTomon
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6e3peLmavBHasA NPOACIKMTENBHOCTB XM3HK cocTaBmuna 87 Mec, obLuas NPOACIKUTENBHOCTb XU3HN — bonee
93 mec (7 net 9 mec 3 Hen). 3akntovyeHne. AMOPMOHaNbHbIE ONMYyXONW LIeHTpanbHON HEPBHOW CUCTEMBI Y
B3POCIbIX ABMAKTCA UCKIIOYUTENBbHO peaKnmMin HOBOO6pa3OBaHVIF|MVI, KOTOpble OTNMNYarTCA OANUTENbHbIM
OTBETOM Ha CTaHOapTHbIe ne4yebHble BO3}J,eI7ICTBI/IFI.

KnioueBble cnoBa: am6puoHanbHbie onyxonu LIHC, Helipo6nacToma, raHrnMoHenpobnacroma, Mmytauum B
reHax IDH1/2, reH MGMT, ren ERCC1, ren VEGF, reH PDGFRA.
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Abstract

Background. Embryonal tumors of the central nervous system are malignant neoplasms that mainly occur
in pediatric patients with a peak incidence at the age of 4 years. These tumors usually have small round blue
cell histology and low differentiation. Method and case description. A report of three cases with embryonal
CNS tumors of supratentorial localization has been presented. Immunohistochemical analysis classified
these tumors as neuroblastoma (2 cases: Syn (+), NSE (+), CD (+) and Ki67 10/40 %; ages were 33 and 52
years) or ganglioneuroblastoma (1 case: Syn (+), NSE (+), CD99 (+) and Ki67 40 %; age was 37 year). All
patients underwent RT in a total dose of 60 Gy delivered to the area of the removed tumor and 6 cycles of
adjuvant chemotherapy: patients with neuroblastoma received chemotherapy using EP regimen (cisplatin +
etoposide), and patient with ganglioneuroblastoma received temozolomide. Results. An objective response
to therapy was achieved in all 3 patients. The relapse-free survival (RFS) in the first case of neuroblastoma
was 51 months, the overall survival (OS) was more than 105 months (8 years 9 months); in the second case
of neuroblastoma, RFS was 25 months 2 weeks and OS was more than 26 months. Both neuroblastomas
contained IDH1(R132H) mutation. In the patient with ganglioneuroblastoma, the RFS was 87 months, and
the OS was over 93 months (7 years, 9 months, 3 weeks). Conclusion. Supratentorial embryonal tumors of
the central nervous system in adults are exceptionally rare and have a relatively favorable response to the
standard treatment.

Key words: central nervous system embryonal tumors, neuroblastoma, ganglioneuroblastoma, mutations
IDH1/2 genes, MGMT gene, ERCC1 gene, VEGF gene, PDGFRA gene.

OMOpHOHATIBHBIE OITyXOJIH IEHTPAJIHHON HEPBHOM
cuctremsl (LIHC) — reteporenHas rpyria HOBoOOpa-
30BaHUH, arPECCUBHBIX 110 CBOEMY OHOJIOTHYECKOMY
[IOBEACHUIO, IOPAXKAIOLIMX PEUMYIIECTBEHHO eTel
W JIUI, MOJIoZIoro Bo3pacta. OHU MpeJCcTaBIeHbI He-
mddepeHpoBaHHBIMY HIH €11200 AU GepeHInpO-
BaHHBIMH HEHPOIMHUTETNATbHBIMU KIIETKaMH, KOTOPbIC
COXpaHSIOT CIMOCOOHOCTh K AU(PHEpEeHIIUPOBKE B
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HECKOJIbKMX HalpaBJIeHUIX (HEHPOHAIBHOM, acTpo-
HUTApHOM, PTMEHAMMApPHOM), YTO 3aTPYAHSET Jua-
THOCTHKY THX OITyXOJICH Ha 3Tarie TUCTOIOTHYECKOTO
UCCJICIOBAHUS BBUY OTCYTCTBHSI MOJICKYJISPHBIX
MapKepOB, KOTOPHIE CTIOCOOHBI 00SCTICUNTh HAICKHOE
IEPEKPBITHE» C APYTMMHU HEHPOIMUTENHAIBHBIMU
OITYXOJISIMU BBICOKOH CTETICHH 3JI0Ka4€CTBEHHOCTH.
B 3aBHCHMOCTH OT JIOKalM3al[MU BBIICISIOT JBEC
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OrbIT PABOTbl OHKONTOMMYECKUX YYPEXOEHUIA

OCHOBHBIE TPYNIBI — YMOPHOHAIBHBIE OMYXOJIHU C
pacrnoyioKeHHeM B 3aJHEH depenHoi siMke (4arie
BCTPEYAIOTCSl y JIeTeH 1 MpelCTaBIeHbl MeLy u1o0a-
CTOMOW) M ¢ CympaTeHTOPUAIbHON JIOKaIH3aIuei.
[Tocnenane paccMaTpuUBarOTCS Kak SMOPHOHATLHBIC
HOBOOOPA30BaHMUs1, KOTOPbIC MOCTPOCHBI U3 HEAU]-
(epeHInPOBaHHBIX HEUPOINMUTENNATBHBIX KICTOK.
[Ipu ux HelipoHanbHOU auddepeHITPOBKE OITyX0Ib
o6o3navaroT kak «I{HC neitpodbmactoma GIVy, a mpu
HaJIMYMH KPYTTHBIX TAHIIHOHAPHBIX KJIETOK pedb HJIET
o «IIHC ranrmmoneiipodnacrome GIVy.

Cornacao panHbiM Peructpa Omyxonelr Mo3sra
CIHIA (Central Brain Tumor Registry of the United
States (CBTRUS), Ha /10J1t0 3TOH MaTONOrUu y 00iIb-
HbIX cTapuie 15 net mpuxoautcs Bcero 1,5 % ot
Bcex nepBuuHbIX omyxonei LHHC, a 3aboneBaemocTtsb
HHC neiipobractomoit (LIHC-HBGIV) u HHC ran-
rmuonenpoodmactomoit (LIHC-I'HBGIV) B nannoiA
BO3pacTHO# Kareropuu coctaniseT 0,04 ciayuas Ha
100 000 nacenenus [1]. IMeHHO BBHAY PEIKOCTHU
aTtux HOBooOpaszoBauwii [[HC y GonmbHBIX cTapiie
18 jeT 9uciio MOCBAIICHHBIX UM ITyOTHKAIUH orpa-
HUYEHO, a KPYTHbIE UCCIIEOBAaHMUS OTCYTCTBYIOT |2,
3]. Hanbonee macmrabHOl mpeacrasisercs: padbora
A. Korshunov et al. (2016), B koTopoii n3yueHa 4acTo-
Ta Pa3HBIX AIbTEPALUH (METUINPOBAHUE IPOMOTOPA
rera MGMT; motepsi reHETHYECKOTO MaTepuasa B
3q, 49, 10q, 13q; yBenuuenue xkonuiHocTu B 1q u 7
XpOMOCOMax; aMITH(UKAIKs Psia TeHOB) B 00pasuax
orryxoneBoit Tkaau mooiactomsl (I'b) m [IHC-HB (22
ciy4ast) ¢ mytareit H3F3 A G34, kotopas B OyayTiem,
BO3MOKHO, CTaHET JMArHOCTHYECKH 3HAYUMOW IS
IHHC-HB. B nccienoBanune ObUIN BKITIOUYEHBI KaK JIETH,
TaK 1 B3pOCIIbIe MAMEHTHI B Bo3pacTe oT 12 10 39 ner.
Bosmokno, BBUIY ipucyTcTBHs MyTarun H3F3 A G34
MeTurpoBanue npomoropa rena MGMT B [THC-HbB
BCTPEYANIOCh C HEOOBIYHO BBICOKOM yacToToi — 67 %.
B npyroii pabote METHIMpPOBaHUE IPOMOTOpA IeHa
MGMT 65110 BBISBICHO JIHIIH Y OTHOTO U3 5 TIaIieH-
TOB, 4TO cocTaBmwiIo 20 % (MaHHBIE O TOM, TTOTyYaJ JIA
00JIBHOM TEeMO30JI0MH I, OTCYTCTBYIOT) [4]. [Ipobnema
LieJIeHaNpaBJIeHHOHN Tepanuu O0JIBbHBIX ¢ SMOPHOHAITB-
HbiMu ontyxossimu LTHC Temo3onomuiom rpu omnpene-
nennn craryca rena MGMT ocraeTcst HepemneHHOH,
HEB3Upasi Ha UMEIOIINECs PeIKue MyOIUKaliH, CBU-
nerenbcTByrome 00 3pGekTHBHOCTH TeMO30I0MH/ 1A
IIPH CYTIPAaTEHTOPHUAIIBHBIX 3MOPHOHAIBHBIX OITYXOJISIX
HHC un menymnobiacTtoMax y B3pOCHbIX (B 3THX pa-
6orax skcrpeccust rena MGMT win MeTunpoBaHue
IIPOMOTOpA TeHa He omnpeensanucs) [5-8].

Eume onnum BaxkHbIM reHoM penapauuu JHK
sersiercst TeH ERCC1 — epMeHT KOMIUIEMEHTapHOM
skcuuznonHoi penapauuu JHK. OcHoBHas pousb
JTAHHOTO TeHA 3aKJII0YACTCsl B BOCCTAHOBJICHUH CTPYK-
Typsl JJHK nocne noBpexaaromero Bo3eicTeus
rpernaparamu miatuHbl. KinnHn4yeckue necieaoBaHus
B 00LIel OHKOJIOTHH JEMOHCTPHPYIOT B3aUMOCBSI3b
MEXIy HU3KUM ypoBHeM s3kcnpeccun reHa ERCC1
1 OTBETOM OIIyXOJIM Ha LUCIUIATHUH, KapOOIlJIaTUH

CUBUPCKIM OHKONMOTMMYECKNW XKYPHAT. 2021; 20(1): 105-114

WM OKCAJMIUIATHAH TIPH 3JI0KAaYe€CTBEHHBIX HOBOOO-
Pa30BaHUAX IMYHUKOB, TUIIIEBO/IA, KEITYIKA, TOJICTOM
KHIIKH, jJerkoro [9—11]. Ompenenenue sKkcnpeccuut
JIAHHOTO T€Ha C y4eTOM TOTO, YTO TUIATHHOCOJEp-
JKalllUe TpernapaThl SBISIFOTCS 0a30BBIMU B JICUCHUHU
3TUX HOBOOOpPA30BaHHI, UMEET MPUHIUIIHAIBHOEC
3nagenne. st omyxoneit [IHC sdhdexrnBHOCTH Te-
parvu UCIIATUHOM IIPU HIU3KOM YPOBHE 3KCIIPECCUU
reHa ERCC1 noka3aHa TONBKO Ha KJIIETOYHBIX TUHUSX
rnuobactomsl [12, 13]. MccnenqoBaHust aKTHBHOCTH
reHa ERCC1 B sMOpHOHAIbHBIX CYNPAaTEeHTOPHATBHBIX
onyxomsix [THC B qocTymHO¥M MeTUIIMHCKOM TUTEpa-
Type HaMU HE HAWJICHBI.

[IpucyrcrBue mytanwmii B rerax IDH1/2 B cympa-
TEHTOPHAJILHBIX AYMOpUOHAIBHBIX omyxoisix [THC u
WX MPOTHOCTUYECKOE 3HAUCHHE TAaK)Ke HE M3YUCHBHI.
Hwuxe OyayT npuBeJCHBI TPU KIMHUYSCKUX HAOJIHO-
nenus naguentos ¢ IHC-HB u LIHC-I'HB, xoTopsie
ToNTyqriTy TydeByto Tepanwio (JIT) u xumuoTeparnmto
(XT) B nepBoii IMHUK TEMO30JIOMUIOM U 110 cxeme EP
(LMCILIATUH3TOIO3KT).

Knunuueckuii cayuaii 1

Hayuenm, 33 nem, 07.06.11 svinonneno cyo-
momanvroe yoanenue onyxoau (bonee 80 % om
HayaibHo2o obvema onyxoau). [locie ummynozucmo-
XUMUYECKO20 UCCTe008AHUS YCMAHOBIEeH OUACHO3 —
L[HC-HF (puc. I a—). B onyxonu onpedenena Mmymayusi
6 eene IDHI(RI32H). Ilpu I11[P 6 pesicume peanbHo2o
BPeMeHU GblsI6IeHbl HU3KUe YposHU dKcnpeccuu mPHK
eena MGMT (ACt=3,7), eena ERCCI (ACt=2,0)
(puc. 2 a, 6), a maxdce HU3KUE YPOBHU IKCRPECCUU
MPHK eenos VEGF (ACt=2,3) u PDGFA (ACt=1,7).

Iayuenmy npogeoena JIT 6 COL 60 I p na obnacme
VOaneHHoU onyxonu u 6 yukio8 noauxumMuomepanuu
(IIXT) no cxeme EP (yucniamuum + smonosuo) 6
aA0bIBAHMHOM pedcume. JlocmueHym noaHbIl Omeem
Ha mepanuio (puc. 3 a—3).

bespeyuousnulii unmepsan nocie nepeoli auHuUU
mepanuu cocmasun 51 mec. [locie gvisnenus peyuou-
6a 3abonesanus 6 espane 2016 . nayuerm nogmopHo
onepuposan ¢ npogederuem Il nunuu xumuomepanuu
(no cxeme kapboniamun + memo3zonomuo) ¢ pgpex-
mom cmadunuzayuu. bespeyuousras npoodondicumens-
HOCMb HCUSHU HA OAHHBIL MOMENM cocmasnsem boilee
3 nem 8 mec, Ounamuueckoe HabIVOeHUe NPOOOdHCa-
emcs, oowWas NPoOOOIHCUMENbHOCHb HCUSHU — Dojlee
105 mec (8 nem 9 mec).

Knunuueckuii cayuaii 2

Hayuenm, 52 nem, 29.11.12 evinoanena yumo-
pedykmuenasn onepayus (<50 % — ouoncus). Ilocne
UMMYHOSUCTHOXUMUYECKO20 UCCe008AHUs YCMd-
Hosnen ouaenosz — L{HC-HE (puc. 4 a—2). B onyxonu
sviseiena mymayus 6 eene IDHI(R132H). Ilpu I1L[P
8 pexcume peanbHO20 8peMeHU Onpedenenbl HU3KUe
ypoenu sxcnpeccuu MmPHK eena MGMT (ACt=35,0) u
eena ERCCI (ACt=3,1) (puc. 5 a, 6), cpednue yposiu
axcnpeccuu MPHK eena VEGF (ACt= -0,4) u cena
PDGFA (ACt=0,2).
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Blc

r/d

Puc. 1. Tuctonornyeckas kaptuHa LIHC-HB: a — kapTuHa menkokpyrrnoronyboKkneTo4HOM Onyxonu, okpacka reMaToKCUIIMHOM 1 3031-
HoM; %x200; 6 — UMMYHOTUCTOXUMUS, SAepHOe okpalumBaHue aHTuTenom Ki67 40 %; x100; B — IMMYHOTMCTOXMMMUS!, OKpaLUMBaHWE aHTU-
Ternom NSE; x200; r — UMMYHOTMCTOXUMMS], OKpaLLUMBaHue aHTutenom Syn; x200
Fig. 1. Histopathological image of CNS neuroblastoma: a — image of a small-blue-cell tumor, stained with hematoxylin and eosin; x200;
b — immunohistochemistry, nuclear staining with antibody Ki67 40 %; x100; ¢ — immunohistochemistry, staining with antibody NSE;
x200; d — immunohistochemistry, staining with antibody Syn; x200
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Puc. 2. Kpusble MNLIP-amnnudukaumm: a — ypoeHb akcrnpeccun MPHK rena MGMT; 6 — ypoBeHb akcnpeccumn MPHK reHa ERCCA1
Fig. 2. PCR amplification curves: a — the level mMRNA expression gene MGMT;
b — the level MRNA expression gene ERCCA1

Hayuenmy nposeoena JIT ¢ CO/[ 60 ['p na obracme
yoaneurnou onyxoau u 6 yuxiog IXT no cxeme EP 6
aovrosanmuom pexcume. JocmueHym uacmudHolil
omeem na mepanuto (puc. 6 a—z). bespeyuougnulii
nepuoo cocmasui 25 mec 2 neo. [locne moeo kax ovl
OUACHOCTNUPOBAH Peyuous 3a001e6anUs, KOHMAKM C
nayuenmom u e2o poocmeennuxamu ymepsan. Oowas
NPOOONIAHCUMETLHOCHIb JHCUZHU HA MOM MOMeHm Oblid
bonee 26 mec (2 200a 2 mec).

Knunuueckuit cayuaii 3

Tayuenm, 37 nem, 30.05.11 evinoanero uacmuu-
Hoe yoanenue onyxonu (bonee 50 %, no menee 80 %

108

om HawanbHo2o obwvema onyxonu). [locie ummyno-
SUCMOXUMUYECKO20 UCCTIe008AHUS YCINAHOBIEH OUd-
enos — [{HC-I'HF (puc. 7 a—e). Ilpu I1L[P & pescume
PeanbHo2o 8pemenu Onpedeien HU3KUil yPOo8eHb IKC-
npeccuu MPHK eena MGMT (ACt=3,6) u Hu3zkuil
yposens dsxcnpeccuu MPHK eena ERCCI (ACt=2,8)
(puc. 8 a, 6).

Tayuenmy nposeoena JIT ¢ CO/] 60 I p na obracme
VOANEeHHOU onyxonu u 6 YuKki08 MOHOXUMUOMEPaAnuU
mMemMo30/10MUOOM 8 A0BIOBAHMHOM pedxcume, 00Cmue-
Hym yacmuunwiti omeem (puc. 9 a—2). bespeyuousnwiii
unmepean — 87 mec (7 nem 3 mec 1 ned). B mapme

SIBERIAN JOURNAL OF ONCOLOGY. 2021; 20(1): 105-114
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2011 Jun 18

1
/e

Puc. 3. LUHC-HB. MPT c koHTpacTHbIM ycuneHnueMm: a, o — MPT go onepauuu, pa3Mmepbl onyxonu 64x46x49 MM, 6e3 HakonmneHus KoH-
Tpacta; 6, e — MPT nocne cybTotanbHol uMtopenykuum; B, X — MPT nocne 6 uuknos MNXT no cxeme EP, nonHbI 0TBET Ha Tepanuio;
r, 3— MPT cnycta 6 mec nocne J1T u MNXT, nonHbIN OTBET Ha Tepanunio coxpaHsieTcs
Fig. 3. CNS neuroblastoma. MRI with contrast enhancement: a, e — MRI before surgery, tumor size 64x46x49 mm without contrast ac-
cumulation; b, f — MRI after subtotal resection; ¢, g — MRI after 6 cycles of chemotherapy EP,complete response to therapy;

d, h — MRI 6 months after radiotherapy and chemotherapy, complete response to therapy is maintained
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Puc. 4. M'nctonoruyeckas kaptuHa LUHC-HB: a — kapTuHa MenkokpyrrnoronybokneToyHo onyxonu ¢ nponudepaumei cocyaoB 1 3HAoTe-
1S, oKpacka reMaTokCUIMHOM 1 303uMHOM; x200; 6 — UMMYHOTMCTOXUMUS, SAepHOe okpalumnBaHue aHTutenom Ki67 okono 10 %; x100;
B — UIMMYHOTUCTOXMMUS, okpalumBaHue aHtutenom NSE; x200; r — UMMYHOTMCTOXUMMS], OKpalLumBaHue aHTutenom CD99; x200
Fig. 4. Histopathological image of CNS neuroblastoma: a — image of a small-blue-cell tumor with proliferation of vessels and endothe-
lium, staining with hematoxylin and eosin; x200; b — immunohistochemistry, nuclear staining with Ki67 antibody about 10 %; x100; c —
immunohistochemistry, staining with NSE antibody; x200; d — immunohistochemistry, staining with CD99 antibody; x200
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Puc. 5. Kpuble MNLIP-amnnudukaumm: a — yposeHb akcrnpeccun MPHK rena MGMT; 6 — ypoBeHb akcnpeccumn MPHK reHa ERCCA
Fig. 5. PCR amplification curves: a — the level mMRNA expression gene MGMT,
b — the level MRNA expression gene ERCCA1

2. CONTRAST.2

B/C r/d

Puc. 6. LUHC-HB. MPT c koHTpacTHbIM ycuneHueMm: a — MPT go
onepauuu, pasmepsbl onyxonv 68x61x47 MM ¢ HakonneHnem
KoHTpacTa; 6 — MPT nocne 6uoncumn onyxonu; B — MPT nocne
6 uuknos MXT no cxeme EP, paamepbl onyxonu 42x40%x36 mMm,
NONOXUTENbHBIV OTBET Ha Tepanuio; r— MPT cnycta 6 mec nocne
JIT v TNXT, pasmepsbl onyxonu 34x30x26 MM, YaCTUYHbLIN OTBET Ha
Tepanuio coxpaHsieTcs
Fig. 6. CNS neuroblastoma. MRI with contrast enhancement:
a — MRI before surgery, tumor size is 68x61%x47 mm with the ac-
cumulation of contrast; b — MRI after tumor biopsy;
¢ — MRI after 6 cycles of chemotherapy according to the scheme
EP, tumor size is 42x40%x36 mm, positive response to therapy
was registered; d — MRI 6 months after radiotherapy and chemo-
therapy, tumor size is 34x30x26 mm,partial response to therapy
is maintained
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2019 2. nayuenm nosmopuo onepupogan. {unamuye-
CKoe Habnoenue npooodicaemcs, 0ouas npooo-
HCUMENLHOCIb HCUSHU HA OaHHbLL MOMeHm — 93 mec
3 neo (7 nem 9 mec 3 neo).

O6cy:xneHue

UYncro myOnmuKanmyi, moCBSIIEHHBIX TUATHOCTHKE 1
JIeUeHUT0 OONBHBIX cTapie 18 et ¢ HeipodaacTomMoi
u ranrnuoHeipoomacromoit LIHC cymparentopu-
aNbHOW JIOKaJM3aluy, OueHb Majo. Jlaxe B caMbIx
KPYIHBIX U3AaHUSIX 9TOH MaTOJIOTUH YeICHO HEMHO-
ro mecta [14-16], a B kmaccuduxannu BO3 (2016)
JTAHHOM HO30JIOTUH TIOCBSIICHO BCETO 2 CTpaHUIIBL. B
MOMYJSIPHOM Cpein OHKOJIOTOB Oa3e naHHbIX Pubmed
oOHapyxeHO 14 paboT, NOCBALICHHBIX JaHHOU TEMeE,
OJTHAKO B HUX MOJIEKYJISIPHO-TEHETHYECKUE 0COOCH-
HOCTH 2TOH TPy SMOPHUOHABHEIX omyxoieit [IHC
MHOTJa pacCMaTpUBAIOTCS HapsILy C IPYTMMHU Hei-
POSIUTENUAIBHBIMU OIYXOJISIMH BBICOKOM CTENEHH
3JI0KQYECTBEHHOCTH Y TIAI[MEHTOB BCEX BO3PACTHBIX
rpymm [17]. KpynmHbeIX ncciaenoBaHui 10 M3yUEHUTO
3¢ PEKTUBHOCTH TUTOCTATHUECKOM Teparuu y B3poc-
JBIX OOJIBHBIX € SMOpHOHaNBHBIME omyXomsiMu [THC
CYIPaTeHTOPHAIBHON JIOKAJIM3aLUU B 3aBUCUMOCTHU
oT akTuBHOCTH TeHa MGMT wnert. [lyOnukanwii ¢ Ha-
OmroneHUsAMH U3 IpakTHKU Mao [4, 18, 19]. B onnom
13 HUX €CTh ONHKCAHME CITyyasi, KOTJa y MaHeHTKH C
JENTOMEHWHT€aIbHON JTMCCeMHUHAIel HelipoOia-
CTOMBI U NPOBENECHHOM BbIcCOKO03HON X T B nepBoii
JIMHUH T€PAINH C TIEPECaaKON KOCTHOTO MO3Ta ToCyie
BBISIBJICHUS] METHIIMPOBaHUs ipoMoTopa reHa MGMT
1 Ha3HaueHHs TeMo3oiomua (Bo Il imHuM Tepanun)
HaOIIO/IaJICs TTOTHBIA OTBET OITYXOJH C TPOIOIDKH-
TEBHOCTBIO OE3pPELUIUBHOIO ITeproa oosee 24 Mec
[19]. B HexkoTOpBIX Apyrux ciydasx HpU Tepanuu
TEMO30JIOMUJIOM YIAJI0Ch JOOUTHCS MOJIHOTO OTBE-
Ta MPY HAIMYUU KaK WHTpPaKpaHUATHHBIX OTCEBOB
(MOKEUOK), TaK M PKCTPAKPAHHAIBHBIX METACTA30B
(merkwme (?), TBepaas MO3roBasi 000JI0UKa HA YPOBHE
L4-L5, C6-C7), HO HU METHWIMPOBaHUE MPOMOTOpA
rena MGMT, Hu ero skcnpeccust B 3TUX paboTax HE
onpenersincsk [20, 21].

B npeicTaBneHHBIX HAMH CITy4dasiX OATBEPIK/IACT-
Cs1 3aBUCHMOCTD OTBETA OIYXOJH Ha XUMHOTEPAIHUIO
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Puc. 7. Tuctonornyeckas kaptuHa LUHC-THB: a — menkokpyrrnoronybokneToyHasi onyxorb C KPYNHbIMU FaHIIMOHaPHBIMU KIleTKaMu,
OoKpacka reMaToKCUIIMHOM U 3031HOM; X200; 6 — UMMYHOTMCTOXMMUS, SsAepHoe okpalunBaHue aHtutenom Ki67 40 %; x100; B — uMmy-
HOIMCTOXMMUS, OKpaLlLmBaHue aHTutenom NSE ¢ No3aMTUBHOWM peakuyei, B TOM Y/CIE U B aHaNNacTUYeCKUX raHrmmoHapHbIX KreTkax;

x200; r — MIMMYHOTMCTOXMMUS, OKpaLUMBaHWE aHTUTENOM Syn C NO3UTUBHOW peakLnet, B TOM YUCHe U B aHaNIacTUYecknX raHrmnvoHap-
HbIX KreTkax; X200
Fig. 7. Histopathological image of CNS ganglioneuroblastoma: a — small-blue-cell tumor with large ganglion cells, staining with hema-
toxylin and eosin; x200; b — immunohistochemistry, nuclear staining with antibody Ki-67 40 %; x100; ¢ — immunohistochemistry, staining
by the NSE antibody positive reactions including anaplastic in the ganglion cells; x200; d — immunohistochemistry, staining with antibody
Syn positive reactions including anaplastic in the ganglion cells; x200
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Puc. 8. Kpusble MNLIP-amnnudukaumm: a — yposeHb akcnpeccun MPHK reHa MGMT; 6 — ypoBeHb akcnpeccun MPHK reHa ERCCA1
Fig. 8. PCR amplification curves: a — the level mMRNA expression gene MGMT;
b — the level MRNA expression gene ERCC1
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Puc. 9. LUHC-HB. MPT ¢ KOHTpacTHbIM yCUMEHW-
eMm: a — MPT go onepauuu, paamepbl Onyxonu
75x48x55 MM ¢ dhokanbHbIM HAKOMEHNEM KOH-
Tpacta; 6 — MPT nocne 4acTU4HOW UUTOpPEayKLUMH,
pasmepbl pe3nayarnbHon onyxonun 37x34%x40 mm;
B — MPT nocne 6 ymknos MXT TeM0o30110MUa0M,
pasmepbl onyxonu 32x18x16 MM, NONOXUTENb-
HbI OTBET Ha Tepanuio; r — MPT cnycta 6 mec
nocne J1T n XT, paamepsbl onyxonu 10x12x12 MM,
YaCTUYHbIN OTBET Ha Tepanunio CoxpaHsieTcs
Fig. 9. CNS ganglioneuroblastoma: MRI with
contrast enhancement. a — MRI before surgery,
tumor size is 75x48x55 mm with focal contrast
accumulation; b — MRI after partial resection,
residual tumor size is 37x34x40 mm; ¢ — MRI
after 6 cycles of chemotherapy by temozolomide,
tumor size is 32x18x16 mm, positive response to
therapy; d — MRI 6 months after radiotherapy and
chemotherapy, tumor size is 10x12x12 mm, partial
response to therapy is maintained

TEMO30JIOMHUIOM M IJIaTHHOCOAep Kamiei cxemoil EP
B 3aBUCUMOCTHU OT ypoBHeH skcnipeccun MPHK renos
MGMT u ERCCI1. OGpariaer Ha ceOs BHUMaHHE
BABOE OONbIIMI Oe3pelUANBHBIN TIEPHO B IEPBOM
cllyyae Mo CpaBHEHHMIO cO BTOpPBIM (51 mec vs 25 mec
2 nen). [lanueHTs! OBUIM ¢ OMHAKOBBIM THCTOJIOTH-
YECKHUM JTUArHO30M (HeipobiacToma), HI3KUMHU YPOB-
Hamu skcnpeccun MPHK renoB MGMT u ERCCI,
a taxxke noxyumtn oguHakoByto IIXT (cxema EP, 6
nuKIoB). OTIUYHA B 3TUX CITydasx 3aKIIOYaNCh B
pasHbIX ypoBHsX 3kcipeccnu TeHoB VEGF u PDGFA —
HHU3KHE B MEPBOM CIydae M CpeJHHE BO BTOPOM.
Kpome storo, Bo BTopoM HaOII0AEHIH IPU KMMYHO-
THCTOXMMHYECKOM HccieaoBaHuu oonee yeM B 80 %
OITyXOJIEBBIX KJIETOK OblJIa BbISIBJIEHA SKCIIPECCHUsI TeHa
P53, B nepBom — nutb B 20 %.

CranaapToB Je4eHHs OOJIBHBIX ¢ HeHpoOIacToMoi
U TaHIITMOHEHPOOIACTOMOM CynpaTeHTOPUATbHON
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BKINAl ABTOPOB

Manko Mapuna ButanbeBHa: KOHIETIINSA U AU3aliH HCCIEA0BAaHMs, COOp MaTepHaa, HalTHCAHUE TEKCTa.
Manxko Imutpuii EBrenbeBHY: KOHIETINS U IU3aiTH HCCIIEOBAHUS, MOP(OIOrNIECKOE UCCIICIOBAHHUE.
NmsauntoB EBrennii HaymoBu4: MOJIEKyJISIPHO-T€HETUUECKOE UCCIIEIOBAHHE.

Ckasp Codbsi CepreeBHa: HallMCaHUE TEKCTA.

Yaurun Anekceii FOpseBuY: peqakTupoBaHue.

SIkoBenko Urops BacuibeBu4: peakTupoBaHue.

HepneBa Arnasi [eHHaneBHA: MOJEKYIIIPHO-TEHETHUECKOE HCCIICIOBAHIE.

Epuos I'ennaanii Aib6epToBUY: HAllMCAaHUE TEKCTA.

Pomanbko AsexcaH/p AHApPeeBHY: MOJCKYISIPHO-TEHETHYECKOE HCCIICJOBAHNE.

HeuaeBa Anacracus CepreeBHa: cOop Marepuana.
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