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Abstract

Embryonal tumors of the central nervous system often occur in children with poor prognosis. At
present, diagnosis and treatment are difficult. This article reviews the progress in the diagnosis
and treatment of embryonal tumors of the central nervous system except medulloblastoma, in
order to increase clinicians’ understanding of the disease and provide some reference for future
clinical work.
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1. EXRER

JVRJiE 1 b B A D RV TR R LR AR Al A, R S PR 226 0%, T A R R R VR i 1 vk
Jefin 4412 1 Bailey M1 Cushing seAIFEHT, AT HXARZE R SRR IO 70 R BUE 1 HEAH[1]. 1973 4, Hart
A1 Earle [2]& 30/ N M FRARFH22 2 G (central nervous system) 778 2H 2R 27 FF 25 AL /N i B £ 4 o 953 £ e
i, NS /NGBE AR — A, ORIE T M SMNIRE LA A BT AR 4B i, JF e Jedeth “Riata
A1 2 iR (Primitive neuroectodermal tumor, PNET)” [ME& . 1979 4EtH 5 H A4 4(World Health Or-
ganization, WHO) 28 — R 73 FE K A A 48 R G REYE IR 2R TPt bR UM, 0 dENR i 5 G
P R (LS 1R B M E M IR PR . 1983 4F, Rorke A Becker [3)3& T 1X A —Fi 15, BIFTA IR UG ZE A1
JE 2 bRg 5ok E LR AR A0, AR R BRoRk B 28 R T 22 50 = AT 4i i, 72/ Mixisk B T 2MB0RL 4 i
JERTARANNE . EBCRFHJFE I & SR Z R S A R ph 2 R MR PEMR , A FEsE BRI . =8
JEREAN IR . AP BEAR IR . A AR BRI SR . 20 tHhad 80 FEARNWI, JUAIARST ALEE T K& ) L3 find 8 11
PHATRELE RS T — S, BERFTA R & b R A 4 s iR & CNS iied,  JEiefii T CNS 1)
WEANERAL, FRRLAEE FBAE “ JRURMH SN E IR " iz Wibr e B R [4] [5], (HIX 51 T — S 250 r
IR EEE K PR F AT [N . T 1993 5 WHO 28 i X 28 R G0 R 73 2K, JE 20 422 2R R 4y
WAL, N7 REG UK NG PE IR iR A 5 12 28 VP 28 I o i FL A SR A BEAH R [6] [7] (L SR A% BE
MR 7 TF R IR R, AR BE LR A AR (T A Mt 2 BRI R, = IR BRI R . G
PR AN ZE IR (PNETS) (BL4E#ELFN AR —=Fh i AY) . 2000 428 =R [8] 7 Fof#t L IR GG #H & AMNIR 2 MR
5RAET /N RE BEA BRIRE X 53, LIS RAG YRR 73 20 - B BF 20 BsRg (DU AP AL 22 AY) . % B R B &
B VR J2 I8 (B4 P 28 B4 R 0 28755 4 M i 20 BEAH R I AY ) R SRR R e AR SO URE IR . B |
B EEEER . 2007 DU R[9SR HE Frdn 44 “ IR BIE RGEFaE A SN Z IR ", ks
RAET WA BE I AU R G A Forh, (RIS 3 O 5 R A T PR 2 2R Gt LA IR SR ah p 2 AN VR 2 i 83 A
TR, WO B RGERTE . BRAEREIAEI, XM RGIREAESMNRE MR 5 % EIR
RSN E IR A F) S, TR KA TN AN R 7 A B A ZE I R R 1 bR . 2016 A5 Y
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FEAB T RSORE HRX #2822 Gt T A0 0 22 S VR J2 S Rg MG 2R S p e B, JE1 8 D rh AR R 4 28 G R i P R [ 10]
[11], Q62 Z45 70 B RRA IR« JE s PR R R SOV R . A BRSUVURERE s AR R 42 R 52
WA VR FAth A e RGIRRAPE IR 5 o (ERARYE T A SCHRIRIE,  H T BT LA 2 AR D AE 7 LA
FARBIBUR N, R b LR TAE IR 56 I R ph2 AMIE 2 XA 248K o BBl 2021 4758 Fohonf
WXPREE Z G0 IR 23 AT SE R, 4 IR I 2 T8 [1.2] 23 /g B Bk 4 8 AR G Ak b 1 2 2% 9 VR i 2 P 79 K
o ARSI BR2H M AKX A 22 2R Gu VAR 1k R PR 12 I SR T R SR AE — %k, DA N e PR 2% I % 4%
KRR, A FRIRK TS T —ENES%.

WHO 2021 438 BEA MR 1) AR A 22 R e I S 1k IeboRe [12] 60 4 i LAY PR e i B/ UL b yee
(Atypical teratoid/rhabdoid tumor, AT/RT). 1 % =43 % [ it it 1 i /8% (Embryonal tumor with multilayered
rosettes, ETMR). HAXHPZ RS & BFAMIR, FOXR2 iG4L AR . 47 BCOR Pl & JpE 2 A2 1) ik b 2
ARG TROIR P b R R 45

2. RITRF

CNS WEAaHERR 2 5 )L CNS IR 20%, o HH 60455 B REAH fRg B At - iix 2 SR G P g [ 3]
A LE A KR B W BURRYE, IR YA R R 1) LB 2 P R A AR, IRAGPEM R, JoHR
BB BRI IR [14], 15 55 P b sE g WL o 55 14 VR 1 e g 1) A 16 1 8 U9 %y 0.91/100, 000, T 2212 0.65/100,
000, 2007~2011 4F 3 [ v g fikiyé & ic £ #E (the Central Brain Tumor Registry of the United States) & 7~[15],
FEBA (<L ), IR (37.2%) FVR JA IR (24.9%) 2 fe i WL IRE 2570 . IR PEIRg b, Al UL s i
FEMESUYIREIRE (ATIRT) 5 42.9%. 1~4 % ) LE S DL I g 2 28 02 IR o 99 (58.1%) AN IR fig 14 197 (20.2%)
5~9 & ) L2 f i LA AR S 2R 2 e I 98 (56.5%0) AV I 4 8 (14.8%) , i R0 JRE o 1% A4 BUBT A R i
JHIRT 1) 80.4% . 10~14 1)L, iR (48.6%) T AR (8.9%) Al A i1 J87 (8.3%) /& i i L I 2H 41
25 71[14] [15] [16] [17].

IR L, XS R A EME Z KT 4 S UL TFILE. b ATIRT R T 3 S L4105
JLEFTA TAXPHZ RGN 1.3%, MREGMEE S, RRBIUNK, SKEZWCER ZHEHBLER,
s 2, PAEEICN 13.5 A H[17] [18]. ETMR 1B WL T4EH 4 B LU R )LE, 8 kIR
B BAREFRAEEAR. HAlCERE, BEAAIT S THAAA 12 AN H19]. AR R G4 BRI
Jé, FOXR2 {EM AUV IR T )LE (AL 5 %), A RIEREFE AR AR D, (BYDRE AR R g
BRAF, ARYE 1998 2 2019 [ TEN 2L HEvb ) L 20 & A BENE T BT 2 A s 25 o A P 1) LR BB 2
PNy, 34 EH@S . 5. 7 H)LWi N CNSNB-FOXR2, 1#lEEaEMER. hTi2hiEHE
WEARAL, EESEARYEAHIE M MB/PNET 5 RHATICE #EIE S (CSI)ETT . AR BFIRE R, CWEEE
#2010 42[20], &R LEMAEFEMER, AHE 240 SIYC07 F1 SIMBO3 If RS, $#&7~ 6 f i
Hif 5 11(83%) K I F A7 [21]: 45 BCOR P4 A3 I L &2 X AR 22 R G sl 22 B0 Bl 3 R Tl 5 22,
(EBAEANBIFRGIHIAELE, HHU A — BRI [22]. TR b e MR i T 3240 L, AL R R AR
20 M H, BERAGENN 100~151 AN, BAMEN 125 N H, LT AT/RT-TYR R 53 N, wRE
HAMN RIS, BB MAE 2 [23] [24].

3. ImPRZRI

A2 ARG AR R IR I PRARBLUC R S 1, DL AL SR A SR . B Do M L RIS <5 T 1
FEDIRA R VERR 2 RGTHREREAG R I, REVEIER 5 R AMAAE G, W RINBAKIZ SRS .
RN FIESH . I ERAGSERERANARLE, 5 HA it Py ke 1193 22 1) i PR AR I 42 i 1
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4. IRFRI

A8 REAH IR () PR P2 R G IR VE IR RAAR 2 RIS 2 R, oI AR S o

(1) KA IS KT IR CNS-PNET A KARIEH, A AR IR AL B BUR[25], TRH = F IR
JOLE RIR[26], (HARYE 2 70 AR AR O B IRV O IEE, T R R, TN AT R 4 2R
TP, RO, FE 2l s AR B 5242 . R dE AT K, TR AT RELE RO I O B A TR
B, R R 2 R R MR AR — R, TR Z AN, A% IR, R4 S

(2) MR {55455 SMARBAL, MR scrEss TIWE 25 EMK - KES AERMES. T2wI
I Z M EMEE S N EIRRMES . NEES, Mo ERE: TIWIE T2WIES B, s
PEIR 7 S 5 S LA [ )2, 8 A /K e i T8 J K Pl A A 40 R e g 50 7 2 P 0 0 7 ek
B 5 2 B0 TR AN R oAl CNS R Aa M I8 i A2 15 5 K5 s 5 /N R B BELE MR AR L, ZHZR% ErTRE 2
R A (R R RGP b, 0 EH R = 5T () E AR A A B, IrboRg Al P FE 1) S5 88, AR AZ BT By, TRIJE K 43
AEETEIR AT, A CNS IRAGHE MR E DWI et 2 s 5. BARMKES, B2
Py BERPRG MR R IE R 2R, ZREWEAL S M, BAAKIEX A, SRR - PR
SRR . AR ARE R OCRT WASKE U I 3 4k S BN R 54K [27]

Il R _F 22 AR T MR Ao 25 45 SR B0 Bl A 12 07 40 Ui Je e 57 2 L DK/ 0 » Jo FRL 5 R 155 100 o A7 SCHRARGE. AT/RT
I 0% AL T4, B ZMRAE, QSRR B e g, SNEFEN, A L, Sk E
KM [28] [29]. MRIRHIE X AT ARYE 73 F WHEA [F 1M A BT AN R [30]. ETMR 5 B30 19 5) K 220 i, £ 70%
B EIXIB(CEER), 30%i iR T Na5H . DLARRIE AR IR R, AN S s TR, R ORI,
A, oA JE BB 150 WAL RT R, INA AT RRAE R B IR B R, WiAERI R 2k
LI[31].

(3) ARBERFAN IR (0 HX Fe 28 R GE AR A VE B R Sk ORI 7E CT PR BN S sl m 8 B, 45 & R 454k
B HH I U R 2 B

5. mERSFFERE

3l S 70 W R SO URE B R (AT/RT) MR 5 4 31k DR 20 PR AR e D e S 2 2 e 45 51, A 7Ry e ey
REREIRESUYUVRE IR 3205 3 Fh 2y T8 : AT/RT-TYR B AT/RT-SHH %Y . AT/RT-MYC %, AT/RT-SHH
RUHE—4 7y A% B (AT/RT-SHH-1 ) A3 R (AT/RT-SHH-2 )BT A [32]. AT/RT-TYR AURRE S JLRH
BRI EY OTX2 Kk ik, AT/RT-SHH RUAFEE GLIZ2 i 3KiE, AT/RT-MYC BURFHER MYC i J
R i #1£[33]. AT/RT MZHGUR BRI RAFAEATIE I “BESUNIRE” RAL, (H 4K 2 B it s & R 4k
DUAE RGUHDAEE (S FH BT BAFAT Uik A7 s Jett,  DLZWHE AR AR P A 4016 CNS BRI AT/TR.

62 ZH R AR AR Y (ETMR)Y S HE F & b & 5 A ELAG TE A O PR AA PE P (ETANTR) . =8 Gt
YN R (EBL) FIEE I )% B (MEPL), T Z MR a2 2R, B ar e Wil T REE iR a0,
LIN28A (13 RIA S RHME N E S Wit T — M A SUEYREY . ETMR 70 THRHEZ S0E RN RNA
(MIRNA)E IR, £) 90%[¥ ETMR 177E5 miRNA #% C19MC i #H5¢ e tifk 19q13.42 (1) Rkt 4314,
K EEZ) 100 x 10° ) miRNA #% C19MC 1 4 fi% 62 F* miRNA [23] [34].

HRX FH 22 R G 42 BEAN IRT , FOXR2 T A0 B JW R e A B2 2% (10 0 Ak Py AR e 8 4k ) o HE- 5 350 ik TR
T FOXR2 FIAH N, MILERANRA N ES CNS IEGHEIR I K [34]. FAfESFhgs ik, WS
AR A AR e A HR R B A 14 DNA J8 AT BB (1) FOXE2 JR 3. fEGRZ CUFSE 4
YR EWRITEOT, BT FOXR2 BUR MM ZHEME, HAUSIHE B A PR, (HA] DL = K4
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TENTF[35]: O ML FOXR2 JF AL AL MR m] WA [F] 73 AR5 FE R4 8705 2 BT 25 4o 22 ol 1 8
@ e A Yt Iy iR 20 Bk R IA /D S R 4l a4 S IR 7 2 (Oligodendrocyte transcription factor-2,
OLIG-2) Fl 5 firh 2 (Synaptophysin, Syn), i AN 1A B R 41 4E eV & 1 (GFAP) BB E A (VIm); @ 4TIk
A Yetifk 1Q MMM A, W LGB 1q SR AEE KR T FOXR2 ANRIFEBE (M4 i EHEEGE, K
2 M IRA77E FOXR2 R NKX2L 4. H A ME— B2 12745 S0 J7 7 DNA FSEAL 3

15 BCOR P #5 £ 1Bk 2 42 (14 KX i 228 28 0 88 2 T4 00 T e R A 50 e 5 50 R 0 28 W8 T 400 1
P L R R TR AR 2 e RAVEE o S AL G, Jiods 4 i AN [RI R FE 2R3 Olig-2 A#H 42 Je A%t R (NeuN)
Iy PR EL AR 25 BCOR AT 15 P AR B E K [36] [37].

FARAR LS b 57 bR 2 IRk A KA, SMARCBL (JRFK hSNF5/INI-1)E 2k, B UG HF . BESULEE
FAUFI SMARCBL 2k & Al S8 1 Wi R A AR SUNLRE IR (KRR [34] [38]. HIAT, WANHE fRR w4 b5
i3 i = e TR e R SRR e e P Ak 7 28 AR 2 L A o ERRIR A 2 1 B BRI A% % SMARCB1 %: Al
PG AERESOURE IR, 5 AT/RT-TYR B[40 FAREARML, HA AR A2 S0 3 22 R R A R A K3
i -

6. J&IT

DR AR 8 B0 MR ) P AR e R GERRAG VE IR S L, T Bilsh, BAE S B, 5 REW]
WIGEIT 7%, BB IR RN E R SRR DIER TR, RJE4 LT S4B r[39] [[40] [41].
TN REE A RGN 570, BCE s Bk, (Rl AT CABT R B2 W, AR 8RT80T . 1k
7y 3 TEMNATT SRR IR . RS R 2 D) T AR 2 DBk ARAE 50 Tl (9 22 57 05 1 i e g 18, (H
e 2B F R R T e VIR [42]. BT A BE RN IR ) P AR M2 R GUIR NG VE IR B iR 2R, R
R PGTALTRHL. Fere i, AJa i BB BIG YT o UG . ARRE BRAR R ) rhAR 28 R SR AR A
T A RO T UK, AR BE R TR T RENS GE 2SR B LAE AR I RI[43] [44] [45]. A RUBETEST TN N[46]
AJE T R TBUR 6T B JE AT AT BOGTT SIS T AR5 Se AT A AT 0T B Sk . (R SRR N T
3 BT A M E AR R AL D e AT AR R SR, IR TR LRIBURETT,
BUEAT— € MU0 . {88 REA MR (0 XA 22 AR SE ARG VE IR 28U L B BT EARHEAL T T 58 AT T SRR T
KB I VS SEHT . B AL S5 259[45]. 2007 -4 SCERARIE4T], mfl & 0T Reis oot i
FIAEAE], ORI EE, HITT 508 CECV (BfA. MRFEIHE . FRBEMEIZ . KEFH). CEIV (R4,
WAL EHBEBL . KEWR). AR TERYI[48], REBUTHGST, AT DM s A A7 )
K. HAEDW T ARG S EETT B T SR T, T 2 I B e o A

7. RE

H A TE 20 R RE P PP A 4 AR G R 1 A 88 £ 50 5 I AT A i AR 2B 2 i R R
Asedr, VARGRZ A B SO EZ W (K Rr 5 PEARIC Y, LB AREE BEA R 1) FR AR 22 AR AR A 1 e 1)
P RANG ST R MR R Y B R, HEEE MRI 2R G TR AR, @i
EZRPIMR R, HEATUOYRRTZEiEM —EWRRELE . BED TR T BRI TR R,
FEINBA IS IZSIR IR, D9 FEANERA B P-4l S8 B TiUa LS — S8 i 2036 )7 7 SR (BB 2

SE
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