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[Abstract] 1In 2021, the WHO released the Classification Tumors of the Central Nervous System
(fifth edition). Compared with the revised version of the fourth edition of the WHO Classification of Tumor
of the Central Nervous System in 2016, classification of ependymal tumors has many adjustments.
Ependymal tumors are classified according to anatomical sites. Several new molecular subtypes are added.
Myxopapillary ependymoma is adjusted to WHO grade 2 instead of grade 1. Definition of the ependymoma
is deleted. Combined with the relevant literature in recent years, we interpret the updates in this new

edition tumors classification about ependymal tumors in order to deepen the understanding of ependymal
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tumors and standardize the clinical practice.
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Table 1. Classification of ependymal tumors in 2021 WHO Classification of Tumors of the Central Nervous
System (fifth edition)
PR €A A R CNS WHO 4324
Ependymal tumors g i
Supratentorial ependymoma e b 2~3%
Supratentorial ependymoma, ZFTA fusion-positive G bR, ZFTA Bl A R 2~3%
Supratentorial ependymoma, YAPI fusion-positive Y bR YAPT A BHAE R 2~3%
Posterior fossa ependymoma Ja e s A R 2~34
Posterior fossa ependymoma, group PFA J5 IS A IR L PFA 2] 2~3%
Posterior fossa ependymoma, group PFB J&i PSS & R, PFB 41 2~3%
Spinal ependymoma = 2~3%
Spinal ependymoma, MYCN-amplified 6 % A5 R MYCN 7 3% 1 2~3%
Myxopapillary ependymoma R L SR B = A 2%
Subependymoma EEIET B 19

CNS, central nervous system , FAX # 22 R 4t
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K% G 8, 5 45 K AR T B8 B4 5 M T e R M A
RER i H O CNS WHO 2 2% &% 3 4%, H ¥ CNS
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TEAD 25 & 38 0] 26 A SN il YAP T Rl 75 41 i 14 46
LR YAPT G A7 T BEICR 5 S2iR 7 # s ™

3. ME R EEE , PFAEMPFBAH 20114,
Wit 5 15 2o 3 PR 23K 35 40 T CNS WHO 2 ~ 390 %
ORI R B, e R VR Y A R 43 S R I
AL, B PFA 4 PFB 20, Hovb , PRA 41 (52 19 3 & T
i )L 35 2.5 %), 228 & A F /N ik s S0, ik
AN AR B K BUR M X R 22, S AF ok R
FE R A 2R3 ) 47% F169% ; PFB 2H (33 f4i] )
R T ILHEMFFAECER 20 %), FE L E T P&
A0, Jisa 40 i /0 D4R 28 1k A A T A X B, 5 4R
TG i Ji& A A7 32 R B AR A7 203 0 R T9% F195% . I
S S0 EE 0 T PFA 20,4 % 4R I3 43 )2 X TS

JC A R, TR 4 5k vT DA s TG i e A A S R
SRR, RS 5 LABCT AT DA TG R A A B
Xof Sk AR A7 391 JC B S B2 5 T PFB 4L 18 & AR IR A
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IR PFB A 2 S 27 6 R A 100 2 e F R AR /4
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5 L8 A AL, 3BT A A A [ B  F- la
(HIF-1o) ML P R A K 7 (VEGE) 20 L #5 15
5 T E B ] /MR PE AR K B (PDGE) {5 5 5%
S P 22 2 F O DR (MAPK) {5 5 5% Sl
P R AE R T2 (EGFR) {5 5 % 5l i fe b
AR F-B(TCF-B)F 55 il i G R 555
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R G (RAS) /N GTP [ 55 % T30 B 52 1 I A PR L
fitf (RTK) 55 56 T i . G 2ehlishibE LGB =g
JEJE , PFA 40 R PFB 41 1) 7 76, H W Fh 28 70 18 % 4F
WS A TS A7 AE 25 5% 7, Ramaswamy Al Taylor 2
[l ot 820 f41] J Fit 5 = A R AR, TRl & B PRA 4H
(678 1) Tl )5 .35 2% T PFB 4L (142 01) . A A T3k &
B, PFA 21 iy 4= D) B 28 3 TS A Tk & Uk, i
U R L MR E SRR RN 652%
(95%CI: 0.581 ~ 0.732) , & & I T % 1t 1Y 45.5%
(95%CI1:0.393 ~ 0.527) , {H 7£ WK 4= VI B F 3 v 3x #h
PRI 25 S AN B 8, R 5l LR AT DA 4 BBk AR
H WG XK AT 8 E WU 0 sGEE A R
FARAVIBR AL AT DL 2 2035 PFB 41 /B i )5
i 96 4= DD Bk 19 10 4F JC i#F R A 77 28 Ol 74% (95%Cl:
0.550 ~ 0.859) . 10 4F & 4= 17 % N 96.1% (95%CI:
0.753 ~ 0.994) , K 4= YJ bR (9 10 4F Jo i Jie 4 7 R
50%(95%C1:0.271 ~ 0.692) 10 4E 175K 66.7%
(95%C1:0.308 ~ 0.870) , {HAFFE I, NJF K
Z T B PEB 41 B 10 4F Lk B AR fF %N 45.1%
(95%CI: 0.216 ~ 0.661) . 10 4F # 4= 77 & W) & &
82.3% (95%C1:0.519 ~ 0.943) , 3 W] %} T PFB 4 i
H AR VIR BRI AT AR IS B BAF I BUS o Mack
G R PFA 4 CpG 5 W LK -3 , 0F £
Tl 36 R 32 CpG & 8 F 56 Ak 52 ) S0 S, ik — 3
RARE S ZRANH 5% 2(PRC2) A XK. PRC2E
B RS A E AP LR EZH2, AT H3 K27 =
FE AL, AT S B s A, e EZH2 30 ] e 5
EZHIP M 3¢, J5 & BE 11 F8 O CXorf67, B A 5 H3
K27M A L Y &5 44 3 . Pajtler 25 9 BF 5% WK,
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EZHIP 7£ PFA 4115 %235, 5 EZHIP 5 8 T ik H 3 1k
IR S, H3 B4R 1 PFA 2 #9) EZHIP J5 8l 71K 3
b B % . RAMNFIE B8, EZHIP 5 PRC2 & A 1K
A4S A, ] LIRS H3 K27 = 1 54k K, fy el
UL, PFAZH 5 PFB 4 H3 K27 = I J Ak ¥ 356 (] (10 6 3k
AARAFAE 22 5 L HED , PRC2 &2 & M o J32 336 BR T
TR AU, M CpG BB A S
PFA 41555 Bl A= B4 04 2 o Panwalkar 55 "% 112 )
JLE 5 pves = 4 IR B8 AT DNA W A3 23 B A
H3 K27me3 F g 41 b Yo o, i 3 DNA H 34k 3% 50 A7
1IN PFA Fil PFB 20 41, I % % 2% 41 A 6 47 39 F
5 R W, PRA ZH (72 49)) ¥ AN 255 H3 K27me3, T
PFB 4 5 97.50% (39/40) & i5 H3 K27me3, H3
K27me3 [X. 43 PFA #4115 PFB 21 i) 53 #5505 17 3k 99%
St 2N 100% , 2 W 38 5o 4 5 2H A6 4% 601X 75 P 7l I
RUE AT o 1F— 25 B0 B 24 0 50 8% H3 K27me3
BH P (5 1% 72 > 80% >,

L EBEBRE ,MYCNY A MYCN P 1
RUJE— 21 B A MUEE DNA H A5 0 & 4 THBER
T R, TG A 2%, DRI R MR 3 2k L E
I o 5 AL K A T R Y A R (R R TR
FL K AR Y 5 48 IR B A R ) AN ], B R 1Y
DNA H AL 4%, #8 DUECE 5 (CNV) 23 B s B A
BRI K V0 MYCN 9715, 5 56 I A 24 58 (FISH) 78 A
WL MYCN ¥ 16, # & 2020 4F L4 38 27 5l MYCN §”
WAL ) 2T T R T D AR AR R N F ) R R
AR 32.0 ~ 35.5 % IL T il 5 45 RO, M) 4 A
TG & 2% 5 5 AR 2 0T UL e 20 T REAME R,
Dy 5 IR 22 40 P 0 9O R HIC, 8 40 W) UL R AR A
KZH R CNS WHO 3¢, /D E & fG I A CNS WHO
25, HBEIE AR AT UL A A3 A R0 B i A5 ik
“HGI A EE R L UL AN A 3 A L 24 0y 2T P
Ki-67 HT Jibn 10 8 8O i o SR e Ak g ] DL & 4
IS e Wi R g it A5 ] L R 40 M GFAP BRI R SR
EMA FHM: o g 40 i 5 7 12 35 MYCN, H X Fif
MYCN & KB IR W FAE MYCN 934 1) = 45 R
PE7R MYCN o 2 20 Ak e 8 0] T 5 86 = 45 R 1Y
SRS W, MYCN 9 34 5 3% 30 0 42 28 1 1B W) 4 47
Jo ARG RS B R S R A R G
AR %, B IR IT BOR KM 8w R 2
O & A HOR RERE 8, i T AR 2 UTBR RARAC, 2k
FARIGIT I ARG i AR ST R 036 9T 255 T
ZANRIT BRI AL . A SCHkRIE , MYCN 15 7

(i JC R R A AE I o 17 A H R BRI R
87 N H 5l = A MR R FL Sk R A
FHEG, TS B 25 2 5 R A R R AU E 85 EE,
PFA 4L % BB, ZFTARG FHME B 1L, K
WE A A G BT 4 L, TR AR I B A R

SFRNFL R A B L SRR R w4
JRCPRE e — 2SR WL TR RS R A DR R L R A
LR E AR AR B H LB RS L Sk R =
B MR O O AR R M Y BE A I R F 5 Y 2
J'& WA TR 4 U0 B, 286 9 L Sk R R = A8 IR A1 A
Hh B R R G B B B8 1 KU, FLRE 5 & A T L
N YR/ o)l R I NI S D @ Tl
Abdallah ' [7] il 163 f3i] 7 Y 7L 3k IR 78 =5 45 J 0% iR
L2102 BRI 2 R kL K 28 TR
VIR, 8 53 AR J5 8 LU A A 47 61k AR TR A 2
K, 49 1) B AG B kL (R 43 S8 2 ) B ol B DA R R
RS ) o DRI, 37 Rh 9 43 2 8% 266 i L 3k R Y ==
B NERE MLl CNS WHO 290, KA THREE W
FL 3k R 7Y 5 A5 R R AT DL 22 S e € A Y AR R
ol A HE AR A M S R A LR E K
AHOC A 3L A, A U B B 02 T3 K S L 2L 42 W

= I DNA W SRS o0 BT 2 1q 3845

1.4 5 4 41 DNA WL fb 3% 70 A AR 9
cIMPACT-NOW B 7 7 " HE 4%, i 28 b J 41 4L igg 12
W r 7 45 8 W s A T R e 2 BECKS 4 Jk R 4
DNA B B AL % 43 M /e o — A ik . 3L N4
DNA H 5L A6 5% 43 Bt mJ (8 A HF P88 o]y 5 6 2 11 A
A%, Al A] 420 K AR AR I /INEE AR DT 3 4R
I R N, R RTAT 1 oAb AR 4 3L R 4 DNA H
FEARTE S0 BT TR H AR e 2 2R G0 bR R AT A A
Pajtler % ' B1 38 13 43 3% [ 41 DNA F 3% 4k 3% 40 #r , 8%
R 43 R O IV TR AT B RE I AY R A
Jifgeg 4 T Stk o [RIBS, 42 3 R 2 DNA W 6 4R % 43 A
AR T2 L U 1 %0712 W . Neumann
S5 DOIXE 45 1) 5 45 IR R AT A Sk 41 DNA H 3k fk
BT, 2B 40% (18/45) R AF A = 45 I FR10F , it
— 25 o M & B A3 S0 R AN R e SR (3 61 ) Wk 4%
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