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Guideline for the diagnosis and treatment of childhood atypical teratoid/rhab-

doid tumor of the central nervous system (2026 edition)

The Zhimiao Pediairic Oncology Expert Panel

[ Abstract]Childhood atypical teratoid/rhabdoid tumor( AT/RT) of the central nervous system(CNS) is a rare and highly malignant em-
bryonal neoplasm and mainly affects children under 3 years of age. This disease has a low incidence rate and accounts for 1%-2% of
childhood brain tumors; however, due to its high malignancy, rapid progression, and diverse clinical manifestations, some patients have
experienced metastasis at the time of confirmed diagnosis, posing significant challenges for early diagnosis. At present, the molecular
subtyping of this disease continues to evolve, and there is still a lack of a unified staging system and standardized treatment regimens.
This guideline is developed based on the latest clinical research evidence, expert consensus, and practical experience in China and
globally, and it aims to standardize common clinical issues encountered in the diagnosis and treatment of childhood AT/RT of the CNS,
in order to provide evidence—based medical guidance for healthcare professionals.
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R OHLRITE TOCHEMIEIL N D REE R . 7R3 T2, 21 95%
{19975 191 77 7 SMARCB 1 3 PR i XS5 37 6 PR 5t 5 A7 249 5%
£ 995 191 00 57 SMARC A4 356 [H] 116 U5 37 J A S5 A G121 X 2
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KPS | bR -8 FE AN A 22 AR S, TR A e I 9 A
B

G E AL R OCHE B A AR T AE A 7 1 (integrase in-
teractor 1, INT1) 2 [ R IK B 26 " al “ W % BLAR 11 3 3 T 45 &
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FEDR B AR B AE , WA DR S AR, DX A3 HIUA G 1915 R
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AT/RT-SHH AT/RT-TYR .AT/RT-MYC %% AT/RT-SMARCA4
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(gross total resection, GTR) : it FH F & {7 FAE Dy fig X ;
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SO, AR R DD BR A L, T R AR o 3 2
GTR K2V (subtotal resection, STR , i VI [& % >90% ) Fll
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TRV, FARUIGFEEEAR, BV RAAE L 25 ik
3 BILA L A A 4300 4.167 4F 0.9 4F 710,639 4F, %
S50 5 AL 4518 — 20 Hoh GTR 5 STR LAY AR 7%
255 W3 1M STR 5 PR B LAY A F7 3 25 /N, TR
UVSEAAAEGL AR B KRR I 2 2 VIR AT H AT & K
ARHUAE TR HESE R4 IA 5 B AR , PRI AT T8 G IR e 671
Tif . N5 SEUT T B3 A

Il R 1808 7 2 LB X 1 28 2R 8 AT/RT 5 IR A7 T =X
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WEERR 7 JLE P2 RS AT/RT 8 TP TE
F 45 W AT G AT B S FAK T 20 #8 A (high—
dose chemotherapy with stem cell rescue, HDSCT) HIHS N Ak
JPIGIESESE2L : 1B)

YETF I AR - AT R 2o 25 T sl A SR 20 M IR T
3, HARJHALHI A B4 Oy A i i o3 243958 . AT
A HAAT T T BB ML L A 2 R S AT/RT £5¢
BRI A E IR H AR IR YT T H BARAE R A A
Wo AT/RT X ALTT BA — & BUs i K & e A7 IR
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(1) FHALST : sl B S 77U 8 AT/RT BT AT
WS R A U R PR ARFTIA
W ERRIR , HE R AR 2R 25 B O T L I R AT
HRAE 17 1L T AR 43 AR50 8 i Al ALY T 2590

(2)HDSCT : % J7 %8 Al HfE R AR S8 Ao L, B 5
B E R B B AETE R (overall survival , 0S) B ) AH 642
I3 Z WL TS 5 B A AR IR R 3R 457+,

() AALST - S8 BUE 25 W V0 S 2 25 G I 8
FE N, B PRI ZG 2507 2 —FlORK 25 1 AR L Sk
J2 T ) Ommaya i 4 , 25 9380 1 3% 322 09 /NVE R3S 5 53
TR 24 ) A T S 2 M B B R, B AT
AT T iR B CNS B 5, 5 T 259 o TP e 3h 4
o K B L, LA 25 25 5 28 O < B AT T 2 A 2 0 A
N 7 S 1S (methotrexate , MTX, 10 mg/m?) + ] 3 it 4
(cytarabine, Ara—C, 30 mg/m?) + i € K ¥ (dexamethasone,
Dex,2.5~5.0 mg) , H3E4T 7 ¥k, (6 H AT#E PRI XS OS 1)
S 1 S B A

I R 180 R 8+ L B Hh X 1 28 22 G2 AT/RT JiY7 1) 5w 5 I
HL?

EFEL 8: JLE PRI 2 RGE AT/RT BYHCHA T A w
SR T X T =3 2 10 8L, 0] 25 [BAT A KK
J7 (craniospinal irradiation, CSI) GIEFEEE 2 - 1A ) ; X 4R #4 <3
%L, HEREAT SR AR R AT, #5547 CST, W7 8 43 AL Ay
T AR G 5 e A KU GIESE 59 : 1B ) .

R T RAADET BT LT R RS el
At ST, 30 S 7% A% 9 A Bl ) AR R A T AR T T
Bro AMBUFA YT R A6 T i AR SR AR i RS 3% A R P 0
RERG KL X Ik, R4S HHITFE AT/RT 0T A HIL A0 B 771 3
B B ARG — A0 R LTS B BRAE 2 3R 2 0A
A TE W ARG T B B A2 0T, BARBE T AT AR 2y
509",

(=32 8L T %817 CSI. HF5E &M, 47 CSLIAYT K
i A L B A <4.8 em o i LAV EAFERR (0S) A I
;[ CSI 223 % 8 L B JC i v OB LIS R 4F
TG B B R,

(2)<3% 8L mfE B ILTTHER 2 3 B 51707 , e ik
TG 2 R IR R T o A eI A R RULAR IR <3 47,
AT AT R IR R BT —~ACNS0333 3497 7 R O BF 55 45 SR 4R R
2R T 1 2 R <3 2 R L TC B A A7 3 (event—free sur-
vival, EFS) SR & AE K™ EU-RHAB V6 J7 58 M ##13,
IR LR 32 e K2 A R R VTR IS L 332 P AL g7
TR =18 A 5 S shior,

AT AT RE s A 4 LI AE KO B SR IR RE , T X
3% M UATF B4 LAY Tk 2, T 2 A B e 1Y
B W 2R R 1 B L, AE A 30 oty , v BB 2375 JECR
FHIE T P 5857 BB R YT AR PR EE R I ik 240, {1
E TARRMETUL ., FUFE LG TG F s 5 XU
Iy A AR AR R L. T O N s T,
X B T U N, BT 54097 R BT o
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Il P 1808 9« JLFE A Bl 28 3R G 52 S TR IE AT/RT A%
RSy I ST E 2

WEBR O LE PO 2 R LMERYE AT/RT B9
SPEREA R, o4 T BB A BRI ARIE T 58, 0 AR <A AR T
fili+ 22 T BOR A+ 5 SR 3 AR I, DASE ] i ik
J&é JEA A AT OR R AR G BT S H AR I 54 1C) .

YEF VLR S R MR PE LB TP X2 R 5L AT/RT /8L
BURM2E . AR, B Bk i 5 e 2 R 4 , 248
BAEAFAR(08) 9 (33.3£7.3) % s LW AR RS BOR Aotk B
FiR i (tyrosinase, TYR ) 433 8 12 953955 F & (progressive dis-
ease, PD) ¥ RS AR AL 2 5 AHXT B A AR A OCRY I R

SR IMETR P L P X 22 R 8 AT/RT RTRYT BB
A BR B 25 Wil PR AR AL 1 AR D 1]

(1) Aurora J [ A JHI alisertib : 1 T Xt <22 5 5 K Pk
AT/RT 5 (9 T SE G 7, SRS R IR B B 7 AL A A
{HAR LT alisertib L2 521 AT, 29 1/3 HUE RIS FE
(stable disease, SD) B #8477 2% i (partial response, PR) ; 73 —
Tt alisertib T IR [ R AR AT R4 1L AH 173 JRE BORREE
#Hik6H 64 H Ik A A7 % ( progression—free survival ,
PFS) A (31+8.2)%, 1 4F PFS A (15.8+6.5) %",

(2) 3438 ¥ 2K 1 545 [F I8 4 2 (enhancer of zeste homolog
2, EZH2) b5 26 wl At Folm R 45 RAF 2 57 0 —
WL AT/RT TS IX 259 s 0o 2 ik M o8 4 2%
fift, TP S G R 22 I 1) A 6.5 4 H B ELAE L b oE M 4 -
€ [®] [ 5 98 iE BF 95 B (Children” s Oncology Group—National
Cancer Institute, COG-NCI) JLE} 53 F 2% 53 M 16 J7 2 £ (Mo-
lecular Analysis for Therapy Choice, MATCH) {55 H , i3 3¢
AR 4 AT/RT 857 R B LG A L A 8 191 £ v AT 2 441 7
BITEIRTT 61 H A 134> 7 R B R s ™

(3) 200 it J&) 390 2 10 A 0 1 B 4/6 (cyclin—dependent ki-
nase 4/6, CDK4/6) 41l il 5 ribociclib: 1 35 2 s T 318 555
L 130 AT/RT 3% 432 ribociclib y&97 (3 & FH 24 1 JE45:24
4 J5 1), Hrh 2 5] 5 B R E A LUSE K

I R S B, 75 H 22 24 (multidisciplinary team, MDT)
P BAZE 3 UL BARS  £555 SR, T e PR FR) R O 7
KAl BAIT , DA KRR B4R o s LA TG i

e PR 18] 8% 10: JL 28 X b 28 R G0 AT/RT A WIRLE 3797 ik
IEAEWFFE?

HEEIA0: JLE P2 REEAT/RT HYT % E 2
RET I EATHS AR T AR A AL [0 25903677, B
i BR b Z2R000ia T 5 ) i R A T 2R R R F
FEPEA LI B X SR R R ARAT R LT Al 242
RS AT/RT HHRBET 269785, £ 5 I R A 4 26 1F Y
BILAIEES S DR R L2 GIEE 590 10) .

R LE P ARG AT/RT A LT — L8307k
IEFEWESE :

(DRGNS THE S H AT AR FEAR « T 07 X ki
BILM ARG R B B, AR AR A BT 2R R
ARIF A A M LT 20 A 171 445 (high—dose chemotherapy with

autologous stem cell rescue , HDC—ASCR) LA #E 28 5 B2 i) 7 o
ST AT AR KR AN . X FPR YT S R R AN,
SO 1 1 O 11 10k 2 V- P S AV el 121 i R PN
o T AN R REA i 20 A ) DA A6 57 B 1 R B R 4R O
VR URORATE o TR SE AT I, A T 0 A A O i 5 o
Yo 2 R T IS AR T RE

(2) 2 L35t A I8 15 570 < B X SWI/SNF 52 45 9 B b 14 24
Y[ an EZH2 30 50 5 YR 45 8 3k 8 1 4 (bromodomain—
containing protein 4 inhibitor, BRD4 ) i il 31| ] vl & 4 i Jd 20 AS
A I AP R  ABEE SE AL (tazemetostat ) IR YT
1~21 % #5417 SMARCB1/SMARCA4 5 EZH2 75 53 1) i e 28 L
I %25 Y0 AR R e BAT TSR T . A S8 Wity ik
F 28 EZH2 A 850 50, ] B 4 i B A R R ¢ AR R EZH2.
EZH2 1550 G0 KA R BEAE TS, JC AR R S URE e e
HIX — R R B 4 EZH2 3R] 5 G e 7 vk A 1
FHAT B — Rl HAT T I R Y7 5

(3) 20 i 35 300 400 6 0] - 200 i &) 30 28 P A4 R R g 476
(CDK4/6) il 55 Chn T 18 5 1] Cribociclib) WRATPE A (palbo-
ciclib) BT DT PG F] (abemaciclib ) ) AT BH T ELAT 52 4 10 X 148
T8 985 2 1 (retinoblastoma protein, RB) {55 10 [ 10 42 28 B
TRBIRETE . A e PR 2357 AR 100 DA T oR iR
O AT/RT S8 B WY 7280, LB DL P K 5 S i 5
SEAE R TH0 A/B I R U (NCTO04238819) 1E 1 [1] A8 A7 fii
Fe H M A ) JLRH R B AR 5532 i

(4) 248 Y 7 Y8503 7% 391 < 646 K] 2 =5 K (ribavirin) . DON/
DRP104, LK HE i) 8 11 RS0 A5 B9 B8 142K (bortezomib) |
i ffe K B (marizomib) V0 4% K (ixazomib ) Fl obatoclax 45
WFFE 7, 2 11 I A 400 ) 590 60 A oK T AR AR A0 25 5 AT/RT
JI 98 40 A, I RE AT K4 A AT/RT JsL 47 55 R B Al 98 /) BRL i)
AR

(5) 15 5 A 538 0 1 1) - A5 DA 70 R P A (Paxalisib) |
YA %5 (Sapanisertib/TAK228 ) | 22 24 J& 3 Ak 25 11 14 0 1
(mitogen—activated protein kinase kinase, MEK) $E & #1) il 7]
(F] 5% JE (Selumetinib) |, t 5 JE (Binimetinib) ,0TSSP167
Beik b JE (Dasatinib) 5% . TAK228 1] #1411 ik 35
55 AR IR (8 P B, R fof 4SS 1 2 g 6 v o A A LT B
FES, B 53 AT/RT 4 A AR S 52 56 vh 3 3R X 35 90 JE Y
TR o YDA E 2 A DAY T80 ¥ AN B, (E T 2 R i
JULSE 33 i/ 7L 30 o 5 3R 4L 5E H (phosphatidylinositol
3—kinase/mammalian target of rapamycin, PI3K/mTOR ) 311 il 7]
M ) VS A1 A e S

(6) Fe 2 J7 V5 « A0 45 72 )7 P 40 L 5E T2 2 11 -1 (pro-
grammed cell death protein 1, PD—1) 1 25 417 il 751 &4 2 ] I #.
BT (Nivolumab ) /{7 P& A HL45T (Ipilimumab) . B7-H3 ¥ [a] % &
PURZ AR T Ay 7 72 (B7-H3—targeted chimeric antigen recep-
tor T—cell therapy, B7-H3 CAR-T) 41 {f8¥7 #: . m276-SL-PBD
Je 23K 4 B[] 16] e 32 2 B4 VA R W B RR 92 B (measles
virus vaccine strain engineered to express the sodium iodide

symporter, MV=NIS) % . A AT/RT BivJad o Pl 2t 2 S
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RNA B KFTHE, ol LT PR M I H Rk . fEMYC
UKl B[] 5 /N BLAT/RT BE B b (i PD—1 301 571 yA 97 n]
SE L iy A 4, I8 I P YR 3 & s 1 S AL AR 10 I e HE S
SR

(M A 20 28 11 2 3T 4F Sk AT/RT JT- JI 4 2058 R RILASS f iy s
TG K 2023 47 J5 e 32 14 T HA % W BA 9 53 A IR 2 7

B 11 UTAE A AT/RT JF R 1R 45 KA 0 iy s 1
R 455 CCGI21 ,Head Start Il .DFCI IRS- 1 ,ACNS0333 ,
SIYCO7.SIMBO03, 2023 455 % 3% 0 19 s 0k BA 1 A 7R 40F
i T39I BE AL T BR 386 (EudraCT2018-003335-29 ) (ESP-ONC
KAL) B8 AL (R —4'5 ) E 450 A 55, FEHAS
1, EU-RHAB & H i HUS B K 8 35 1 ) 1 ATR/RT 2
U, FAh = 54 X AR AT B (W R) GIEREAE - 1C) .

77 30 B < AT AF I AT/RT I R R 5 K A 1Y) i s ik
RSO 2

2023 4F i A& 22 11 T A6 ol 4 A BA S

(1) H A — 70y T FEALAT RS : EudraCT2018-
003335-29(ESP-ONC &2 ) , # % 2024 AR FE Rl 17 , i R AT
B A AF o 2 PSS AR o

(2) & 52 i TG0 (TR — 4 % ) 45 SRR 3L, (AL 4%
M AN T IR AR BRI B AR T A
5 o

(3)TEMBAF H , EU-RHAB 2 F i A i A 78 565 T e
JUR ATR/RT BB AR . ol i S AR AT & 26 F 2022 4F, i
T LA L IR YT RHIE R 2 AR AR A%, 2023 4F )5
BICHT AR

(4) HoAth [ 52 /b IX 4 B30 Canoin &2 ) Rl RR 43t T 4
Rl UTEC (A EoR T 00 45 R A A5 B TE 2022 4 A2 45 .

I R

(IR e = T A 1 TR G 25 R B O T,
TR LA 22 0 RS (EU-RHAB in & K45 ) LA K
C 58 ) T /5 2245858 48 (A1 COGACNS0333) 3 il 5
BT %

(2)BF5E ST - HI 5 7E EudraCT2018-003335-29 1 )i
SR LA ] BERY EU-RHAB Ji5 28 5 o

(3) 11 PR S B M - A 85 2 ol i) TR 117, 1 PR A7)
FEARE 207 R (F AR+ A ALY +AF B ) 0T 51
HDCT) L B 43 T %3 8 (ATRT-TYR, ATRT-SHH , ATRT-
MY C) AT XRG4 2 FA YT 4

(D) B e B RIS BAARE T, H2
L/ T G e A Ay 37 CAR-T il S SR e 3R IE A
J& A BAE AR B BT TR A

M PR 181 85 12 JL 38 FPoAR 1 22 2R 45 ATT/R'T B4 195 445 45 4
Al 7 LT 595 PR 2 AH 7

2 AT/RT BIRTRE MR KI5

GES BHENE(n) URES AR (n) AR

CCG921 28 J7% A VCR.CDDP .CPM .ETOPx5 J& 1] ; 77 % B A2 SAETFHMEAR . (142 7)%, S4E B ELF
VCR, CBP. IFOS. ETOPx5 J& ¥ ; 4k #% : VCR. Wek:9 #.(29+9)%
ETOP .CBP .ETOPx8 J&1

Head Start Il 19 % S 4 # 1. 3/5. CDDP, VCR, ETOP, CPM, ks SETFM AL (21 £9)%, 3 4F BT
HDMTX; if5 2 J& 1§ 2/4. TEM . ETOP, VCR ., CPM; #.(26+10)%
AL T YL : CBP  Thiotepa ,ETOP

DFCI IRS-1II 20 VCR.ACT-D.CPM.CDDP .DOX . TEM; 4 N1LJT . WBh:15 24 LM RAER (53 13)%, 24F BT
MTX .HCT ARA-C Z.(70+10)%

ACNS0333 65 5% :MTX VCR .ETOP .CPM .CDDPx2 A ; w30l %ifilh:42  44FTEFEAFR37% 440 A5 43%
ALy 7 DLIE : CBP . Thiotepa .ETOPx3 J& 3

SIYC07 52 XU 2 (IR) : % 5 : HDMTX . VCR . CPM. CD-  %fillh:34 XU (IR) :54E T RAEER . (314 +
DPx4 JE#; 4E5E : PO CTX/TOPO 2855 PO ETOP; 15 (fUTKBRAL)  9.2)% 5 4F SAEFERR : (43.9 £ 9.5) % i UK
KB #H (HR) : %5 5 : HDMTX . VCR ,CPM,CDDP, 20 (HR) : 5 47 JC i Ji A £ S5 G A AR 56
VBLx4 J& ] ; BLIH : CPM/TOPOX2 J& 1 ; 4i: 45 . PO 0%
CPM/TOPO 28 %5 PO ETOP

SJMB03 22 CDDP.VCR ,CPM, fifij5 PBSCx4 J& 1 WEN.22  EHIRES (AR) :SAETCHERAERR . (727 «

12.7)%, 5 F EEAE: (81.8 = 11.0)%; = KL
2l (HR) « 5 4 Jo il B A A R oR i A 7K
(182+9.5)%.

A ACT-D: actinomycin D, T T 2 D; ARA-C: f] B Bl 4 ; CBP: carboplatin, +41;CDDP: cisplatin, Ji4H s CPM : cyclophosphamide, IR
DFCI: Dana—Farber Cancer Institute , Dana—Farber ¥ 5iE F 75 BT ; DOX : doxorubicin, 2 2% & ; HCT: hydrocortisone,, AR FS s HDCT : high—dose
chemotherapy, K& ALST ;s HDMTX high—dose methotrexate, KR F G 04 TFOS : ifosfamide , 5 PR IR s MTX : FH 22 18504 ; PBSC peripheral
blood stem cells, #PJE il T 48 i ; TEM : temozolomide , B 5E M 1z ; TOPO topotecan ¥ BE ; VCR : vineristine , £ 75 503 ; ETOP:etoposide, LI
F ;PO per os, Il ; HR : high risk, XU 5 IR : intermediate risk , 3725 XU ; AR average risk, S XU 5 IRS Intergroup Rhabdomyosarcoma Study

Group, [E BRAE S AR AT 58 2H



EXRERKXFFR

Journal of Chongging Medical University — 7 —

EERRA2: BTS2, BUS A R it
(IEHE %4 1B) .
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JUZE X b 28 R G e PO R s 2 2 — o BUL
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