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Clinicopathological features of children with neurological tumors. Chen Zirong,Li Yakun,Wan Feng. De-
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Technology , Wuhan 430030, China. Corresponding author: Wan Fang, Email : wanruiyan@ hotmail. com

[ Abstract] Central nervous system (CNS) tumors are the most common pediatric cancers after hemato-
logical malignancies and the most common pediatric solid organ tumor. CNS tumors remain the most common
cause of cancer-related mortality in children aged 0 — 14 years. Susceptible locations, pathologies and genetic
aberrations of pediatric CNS tumors are significantly divergent from their adult counterparts. Meanwhile , they al-
so manifest vastly different growth and imaging characteristics. Radiochemotherapy is often associated with poor
outcomes. For infants and young children with highly malignant tumors, radiotherapy is not applicable. Mean-
while , the most common low-grade gliomas and other benign tumors such as craniopharyngioma, have slow pro-
gression and recurrence. Improving the quality-of-life and prognosis of pediatric CNS tumors requires more ex-
tensive multidisciplinary collaborations.

[ Key words] Nervous System Neoplasms; Pathological Conditions,Signs and Symptoms; Molecular Pa-
thology ; Prognosis; Child

JUEE R 22 g ( SRR th X b 28 R 8 R ) & B
I ZR G0 G PE e 1 5 5 WL JL g, 24 o7 L 28
JHIEE 1 15% ~ 20% , )2 JL 38 S5 8 UL 1) S A g
ZIRIES ~9 B B R ILR RN H WL, e 0 ~ 14
2 (8L i IR 2 5o R UL IR A OCBE I . A
ST BN UL e 23 e o0, AR 20 e o e 7 L
R INE L,

— LT PR 28 e i DL S RN U R AL

T ] L) 1A 1 L 22 IR e 3 Ok B A
2.2/100 000 ~2.5/100 000, 5 ¥4 %95 R i F Lotk

DOI.10.3969/j. issn. 1671-6353.2019. 09. 003

R BRASL < e PRHE R 27 IR 5 2 B s [ 5 I e 1 22 1B (3
db4s s il,430030)

BEIS1EE . 7, Email ; wanruiyan@ hotmail. com

(Zy 1.1 1) g & S HE 24 10 28500 2 A
TE A0 B Frleg PR A e B A R A 0 i ey
s g RER

AR R 2 () B = 2 B B I [) % = Bt 2011
%2018 AFFLIIA T 828 ] 18 % LT 232 1 22 il e
FHSEFARBEBIL, Horb i iz 715 41 HESS iR 113
15715 45 B o, 450 2H 200 BE2ORY L M 5 3
RAR R < AR G2 e 03 988 23. 6% . i BE 240 Jifd I8
11.2% fHMHA R 9. 0% (TR 8. 4% = & 5L
7.8% |5 G A SRS 6. 9% I 5 R (U 4 MR I 45
JR1)6.3% ARG 4. 5% iR 3. 1% ke
NFLSIRIRE/ 5 2. 7% A GEIPE 2. 4% R G
ZAMBJZIIEE 2. 1% o WARIE Aok B, JLE iR
REZELT 15 F LI LEHIL(88.3%)

I R FRAL T 5, Mk e ggg e R 7 64. 8%



-724-

BN LSS 2019 45 9 A% 18 %% 9 8 J Clin Ped Sur, September 2019, Vol.18, No.o ||| | |GGG

(H % EEER MR S 56. 4% %% b P 2R i
43.6% ) ;45 NI i 35. 2% (/INR B D Jigi 28 Ffed o
84.9% i BT 25 /NG SR o5 15. 1% ) , T HE
IR T A R SR Y 13.6% .

I S A F A8 BB, 5 B R, R
PE(WHO T 2%) B (WHO IT 2% K LA 1) Bivgga e 4]
FEAFEI 1 LA R i Je A4 - A R | e AR
(FZEWTHLHE) . T RGN I (R
JLE TR A0 M9 VR iR B AN R i 8 A1 I 2 i 97
DNET ) AR IS8 IR Dk 4 AAFLSkotR 98 |
AFEANAEIE (AR R ) 55, 2 WL T Erp A
B0 i b LA e W) 6455 - I R RS i
TR v B S o R A IR A e A A R (2
A FE AN ) DA P e SN R (primary neu-
roectodermal tumor, PNET) &%, D)%% |2 BRI 200,
Fee TR v, UL e B O B L T 6 B A0 R
(31.3% ) EA0MLE L A MR (15. 9% ) | % 4 R
(11.9% ) IR (10. 7% ) 55 o gihiIe K/
55, 29 68. 2% i AR >3 em, 2 17. 8% Jifd B
% >6 cm, 25 0.6% e 542 > 10 em,

M EIREE AT DLE Y, JLEE A2 b )
PERC BT , 5 b 4 e DU R L 1 29I

O SR 5 AR IR AR 22 L, 4 b f RO LA T
SRR ) TR T MR Ak e A T R AT X 22
Lo F T FRE Fre i UL ) B A R, A — R T
B KA B AN T2 4, 28R R A R . IR
oI S 2 )L B A UL B R (240 1/4)
SRR IE— 2 W bR B B R R,
BRI AILEE F .

T JLEE A2 MR 8 T RS A A

(—) JLECENE P 2R AT IR XE TS 22

JLEEENER IR BR T 52 IR BE R A0 iR =
IR A5, I 5 — LB A X D DR g B2 Y (A
PNET A St 700 Wi 62 o A A SRR 45 g B2k LT
RETEAR SR N R FF B kR , HAEEE LT
AL 1) o X F7B I BILAEAEIGE SR 2 0T, i
Ty 2R R AR T RCR AR B A PR R, X
R B LR R R AR 1 O3 22 L, R
BRI AUK AR A B, AEAE 2l i 2R TR LR Ak
FRCIE 2) o B, R T Wt Shh 45 57750 () 85 B 48
Jed LA S A B 4R B R AT LAl i 25 5 A T A B LAY
Pl b, K 22 B LB A ik i 6 475 B A X A
UGS 22 R R AEIR YT AT RAT A BRI

U5+ H i AR ISR AR BEEUULRER A (B MRI /R A AT iR s C AR 20

RREA CT PR s, B2

2,13 At BUR Ja) A2 7Y 5 4 R

A MRI /R

ZEMIAREERE R 5 BAT VIR AR S 3 CARJE 1 B BURARUK A7 BT i W F
TR + IR DRSS 3 AFMR A 28 H CT SR A5 75
Fig.1 A 10-month-old boy with atypical teratoma-like rhabdoid tumor Fig.2 A 13-month-old

girl with giant interstitial ependymoma
(=) LB ARG 0 J5 Jed 19 188 e o 0 22 27
GAITESR
JUEE 5 DL A AR R e o A 9 5 B AR
DR R A IR, TEie R I ARG YT I8 2R

WOl AT S50 07 T 5 R R 2 kg ik e |
S (R o Pt M R LA B O DR PR R R AT
NEERD TSRS AE 10 RAFERE R, PR
SR R A X AE— 7 TN L A A o



I 5 LRl 2019 4 0 B 18 %5 9 8 J Clin Ped Sur, September 2019, Vol.18, No.9

-725-

P T R A EOR , Ty — 5 TR g A A A
2 E R SRR F M

L i AR ) 18 o 5 b R T i R T AR R
P RSN AT BE S B & R SR RE 1 KA
FAE IR A T AT AT T A K& EIRH R
RFERIVE N —T0 IS TR T L
iR £ R LS R TR 45 SRR W] - 2 35% (1) i
JUAR G 23 0 B ™ E Y L 5 2 ) e ZE PR e ™ B
R 3 ek 553 5 A e R R 5 — LB X 19 il
/NI VTR A LRI 58 b, BIF5E 4 IR L
AIRATRE T Hh B0 1 A A D58 (A R R O HE I
s — 23 (A& TR R 5  F 1B 012 BA SO B il
55) o SRR MR T BN J5 I8UE X 26 18
JURYPRIZ 2845 SEAR ME | PRI o 8 R AT R J A0 B 7 BR
Bio LEXS 100 {5432 /N B2 TE 20 M9 AR i R JLBE D
31AESEKIE,9 BITE L Iy Be R 52 R s SR B 2
FAR, 53 15 BIRIR AU B, o 4 4]
DR A T— R ek ki

ARG T A L g b9 1R T Rl S B
ARG G A IR E A 1o PRy BIER T T 5
BT R I AT I 2 5 s, R R
P05 o0 ZE L L NIE R | B | IS M 2 R G
BRUTBUE %, U, X T4 THAERGEREK T |
G i AR A A DR S A 5 5 1 B &l LRI i L
7 R A7 A L i MR IR 7 R AR E S O B
VB, FL A ME— e R R AR LR, YT 2
T A B P I SONE, A UE B8 2 BT HY N 1 P
SRS RS B LE R R 2 B B A
Ko FFH L FFARIAR G ST B LU AE L F A BE ik i)
7 7 58 ELA felE e e A SRR R A A XU

= LA 2 i 9 A ] N B e AR i B
A

(—) JLEAR B B ( Pediatric low-grade gli-
omas, PLGG)

DAL EE S5 i D ARG 5001 G 96 oA 491, o BEL 2K AR
Z R B4R B TR 4998 ( pilocytic astrocytoma, PA
WHO T %) , % J& T /N R %, T B o L 1 20
R JG T 240 L 938 RN R 18 1 LT 400 R A /N L b ARG
U i 1 N TR B e R S B LN s IR D
Ip19q Bk 2%, TPS3 | Tert 3K ik 5 % 55 ) L & UL T
PLGG , SN BE B HR HAE S TS S Y 70 )2 R &R
PLGG FFAE1 (1 B PR 2022, 2 3l MAPK (' mitogen-
activated protein kinase ) {5 510 i% , t4F5 : BRAF JL K
fil G AR EL VOOOE p5987% \FGFRI g3 578 (NFI %

A5 CDKN2A )} NTRK2 57545 [H I, PLGG
SRTELH LU LS H AN MR A AL, (E 8053
BRI &, AT LA PLGG 55 0 i 2 P Al oA [m] 1Y)
P o WA, PLGG Hf 5 DR 5 718 1) T A 1 30 R X 5
A, P2 A b g vh A AT A I 3 — A R R
WM B 25 ) At DAL ) B30 9% 728 O 8 AL , (] P 2
SEAL T Ry WA R ST B S AT R A A
(i b 25, HCAT 08 Bl R I 5 1 A F
170 PLGG A7 — A AS[R] TN B9 2 35 W IR s
SCEAR AT e 2 16) e 20 B I e e A e Ak (3%
~10% ) ,

(=) JLE & 3 598 ( pediatric high-grade
eliomas, PHGG)

U v SO e B R  rh SL AR A 9 ~ 15 A
N i & 15 7 BLSUE R 1 H3 YRR R
A LRI A — iR TR 2 B RIRR g TR 18
5 ki Jist S5 983 ( diffuse intrinsic pontine glioma, DIPG) |
UK T 6 ~8 & JLEE, T S5 H Al e 2B e o e B 2%
2016 Jiz WHO Hix it 25 22 4 iR B 0 2845 23 1 2
LW S HLUREIZ RS & R HA A H3 RZ
14 PP 2R 45 R I TR B D — AN BT R 26 8, WHO
BB 2 H3 5878 1 R RS R UE D IV 4,
RSORS00 WHO TG, [ i Jee R ke
HRAEAEI O ~ 12 N o H3K27M 58724 5 pS3 1Y
I FAT ATRX SRGAH G . H AT#TSE & B DIPG
2k 80% KA H3 7%, Horh 45 2/3 S~y H3. 3K27M
A8 B H3. 3 v 27 67 R R 22 1R 1 R A 24 1R BT B
RGHUCh H3. 1IK27M 587% , H3K27M 5872 ] 5|2
HER =W RAL R B, 550 H3K27M /IR HY 2
Ak, 5 BE DR 20 B SR E 1, T RE S B R 1 R UL
BARUUER 51 S B 40 S BT 90 4 ) 40 i
W7 R A AT R, B2, A H3K27M 5878 A
JE LATE TR AT i i ogg | 1435 JF TPS3/PPMID,
ACVRI/PI3KR 55578 74 2 e ik I I i, sl 4 5
Bk I, H3K27M w] 4t 200 53 A A R g T 22 1
BRI 19 FR TR, e R b T Sl ) S G ) iR
%, 1 TpS3 N PDGFRa 587 — ke n] DL [F]35 - I 1
DIPG, Ml H3IK27M 587 Kk R w] fie i g 4 e
Al A g A= A, S s H3K27M R] g W] LAAE iR
J5 DIPG [ A .

(=) HoA A )L 26 b 22 g

W b3 JLEE IR B A, At S 2L J e o A TE AN
[F) T B P Wk PR R o BRARE o b 2 L /20 L ) fii
JREEE , B N BUAE I R B A2 W, A BEORAE



-726-

BN LSS 2019 45 9 A% 18 %% 9 8 J Clin Ped Sur, September 2019, Vol.18, No.o ||| | |GGG

KANFEAR R o5, g A AR AT R £F 4 L 2
SR SN ASPONIERCT L7 -5 a1
W L R L2 PNET 253494 B A K04
HOARHER MR EAR >6 em (EEFE > 10 em) 1
DI R R G 22

S, JLEE N bR A7 0 3 N 8 2 LR R
s RZREL, v RS JLEE (Re il e 24 LR Bo) F5 ok
AR 22 R T S B HL R I Y A R R AR
FEE S

DU L EE i 22 g Rtk A PR A 9 BAR

H AT, L2 i g ZE Rl IE 7 B B 2R 0 B0al: b 42
B AN K s N i g o 7 2016 AR5 i) WHO th
WAL RGP AT 2 TR B A SC N 25, B

B R0 T PR ) 3 B A 1 g 4
GURAS, A2 Wil DR b 3% 50 42 g TR X B4 5 224 750
& PG Z AT T . SR, TR T L
0B R 20 R 6 K A 2 P A T R g WA £
ST B 240 , HoAt 2 700 (g JL 3l 2 SR 5 A
B2 P % ) L I BG4 T B

EFxF PLGG #8JL R B B0 R P 3 PR o s, e
A G I R IR E7EE AT (2 1.3 2) 1,
PLGG LA A A7 K, DR X L ik 22 D g |
EIE R AR I T R AR . Gk SO
XL I A U, HL B — E B R A
Sl B B0 16 4 I I RO B B A AR, X TR
A7 B K AT B0 0 DR B, A R R 0 4

R 1 HATEPR LB NFL L2 R0 TR LRI 1 i AR A 7 Bkt

Table 1  Prospective clinical trial data of low-grade glioma in NF1-negative children
NF1 Bk LGG gL
BFgc FREDST RS HREWF HEFRIESY FEBLXTREBESY BT HRRESY ALY BRI
ARE L mgobe) (POG) (SFOP)  (HIT-LGG-1996)  (COG) (SI0P) (€COG) (SIOP)
HER R 4 R/ AR B
/KA
gy PR wrw e Rt BT R Rk B Y
- BT B KBTI BT %;ﬂ; o T =2 AU S =S R A3
AN BT
LKL 63 29 62 161 274 166 66 497
Fiti L e [ 1989—1993 1989—1994 1990—1998 1996—2004 1997—2005 1993—2000  2004—2007  2004—2012
AP X ] 0~180 1~ H 0~711H 0~180 1~ H 0~1921H 0~120 1~ H 0~170~H 0~1204H 0~180 1 H
ESG A
20% 0% 0% 20% 50% 25% 50% 50%
K 5 H % % % % % Y % %
EFS/PFS 2 4R 3 4F 3 4F 5 4F 5 4F 5 4F 5 4F 5 4F
(79 £11)% (51+£9)% PFS(42+12)% PFS 47% EFS(45£3.2)% (40+11)% (46 £13)% PFS 46%
0s
5 - 10 ¢ 97% 83% 89% 90% (86 £2) % (88 +1)% (87 +£12)% (90 £2) %
&2 HATEPR EIEATA NFU B L#AR S0 5o 8 LR BETE I RIS 58 5Ok
Table 2 Prospective clinical trial data of low-grade glioma in NF1-positive children
NF1 P LGG &L
PRk HEWIT FRERTTE BT FREFRTTE BT FREFRESY HEWIT
(ZWr5ThL) (POG) (SFOP) (HIT-LGG-1996) (COG) (SIOP 1) (SIOP 1I')
R Bk 4 4K
/K /K /K /K /K
e REE et /S RRRE R R
’ B/ P WL ’ ’ ’
LK 15 21 23 55 127 44 284
P i ] 1989—1993 1989—1994 1990—1998 1996—2004 1997—2005 1993—2000 2004—2012
AR DX (] 0~180 1~ H 0~120 1~ H 0~7214H 0~180 1~ H 0~120 1 H 0~180 1~ H 0~180 1~ H
EFS/PFS 24 5 34 5 > > NA
(79 +11)% (61 +12)% (62 +93)% 68% (69 £4)% (60 +6)%
03 100% 100% NA NG 98 % 100% NA
5~10 4

£ ONACEBIE AR NG ACEREHE K345 ; POG ; Pediatric Oncology Group; SFOP: French society of pediatric oncology; COG : Children’s On-

cology Group; SIOP: International Society of Paediatric Oncology ; OS: Overall Survival
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