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— . BEA - AR

1 LA (rhabdomyosarcoma, RMS) =& )L ZE & &
WAL A g, SILEMBI 6. AR, Hig KRENZ ¥,
FFER, eSS MERAIAL. AN EiE KAZ 0 E B 4
B, BEBREUSORERBA K, FARIBAL D L IE Kbk
AR FRE N, BRAWRK. ETFELRIAL. RMS 31t
T BOYER, (B8 —m T BRE, FEMEA. S &K
NEZF¥HRRENGEABT. LEBRSNWNEHE (XE)
W E#L (Intergroup RMS Study Group, IRSG) Fn)l & # 4
20 R JE A 58 (BN ) YE 40 (Buropean Pediatric soft tissue
sarcomas study group, EpSSG) %%k L& g #F % 4 &
20 REWNIERFR, FREFELA . A5 HEL B A
TNM 281, R RMS o A&k /&. FAMERL 34, #iTHEM
BElEN, TWithie N T %, #—FREHE, £15 RMS
TR .

—. EHEHE

LW N RMS, RERTH. <18 M TA B,
EFERENEAL, FELERELRNBEERALE
R RS,
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(—) BAREIN

RMS ¥ % 4 T4 H 340, I R&IB LT B R
KARLL. RMS Fx B & Wy 3L A Sk A0 (o 40% ), Wb JR A FE 38
(o 25%), DARWERE (d 20%). Sk3EE RMS F 28 = A
X, a4 MRS, EREERAFIREE. JEMRSF X4, RMS
VWi 2y 250K AR AR A, B R R E N8 A A B
2y 40% ~45%; HARZHMES, 4k 20%~30%, BEH
g 10%,

(7E: WRFREZHELHLEFTH-LR. 2.

S, FTE. BF. WEREXE, URKHAMERS
S ERUIAR A, )

SCAER . RIRE S X RMS 5 3L ZE0 RMS B9 50%, FHIf %
R, TWERMETAVR, WRAA EESH S FE H K
S, FEREEEE, RFAFEEE. ERTHS
PR AN E E PR EE S RIE. HAFHE R RIERS
WERGIER, #RTARKFBHERRZN, FEILT
HARFAE. WER P HE AR R T R LI
B2 0., EREE RMS & 3L RMS B9 25%, FEAH B &, b
AL PR B A AR, A RER O . IR KR
— MR B3 B . HEJA M s LS. ot By Sk BFER RMS FT A
THHRRAL. FURE. . Rk, "% B, BEK
JE S ER AL

Bl gy
K
B
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WK AETEE: RENTHEMARFIR, 24k 30%50%. fF
BERF B TrEWEK, ZEBK= AR AR, fiA
TR, DALk, JrBAE ML Jx o A8 A 20 e o ) £ %
FI. WIRMEETEAE RGEANY, ¥ EMESEMN
W, MBLTRXETEALFR L ETE.

P9 P AR T JAR R R KT B Y ARAE, T BT
i R b R L. BRBAR TR, ARIEAR LAY R R EAL, A
BERlmitfEREAE, ERFKEEERED L,

Rz WA g e & A R MEWNHEREE T &KX
BX, VWA EMELERA, FEEAMLE, THT
TR,

HAMEAL: 2W-ALE K4, RS ER; B
BN, WAEEEEERN, FAFNES. BEE#®
BEFES .

(=) m¥ELHA

1 S I 2 v A T oAb I B e A LB 40 B AL R Y
TrEmE, BT/ANEEARAE, MEd /N, A A
By, B RE AR, BT NERIES. x4t E
17 7E desmin. myogenin. myoglobin. actin. vimentin
& F B AARID.

WHO ¥ RMS 7~ LT = AR B R A

1. fEfa# (BRMS): HFEH AKX (botryoid cell) Futg
Faf R (spindle cell). HMMMAEF RO TAMFFR
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T4, WARERGE 11 §REERREHK.

2. FREA (ARMS): #84 ARMS  HF AL ERZ L t (2;
13) (q35; ql4) 2 t (1; 13) (q36; ql4). XHAE L5 H
AR T AE N 8y B 435 ] PAX3-FKHR #z PAX7-FKHR, * +#,
PAX3-FKHR @ &% A 5 HlE 1+ RAEX.

3. ZHA H ja TR (pleomorphic or anaplastic
RMS): JLEF N, WE LA A H L H T E.

(=) &t

Lo E A FEA. A, s

(1) AL BILHRIAAAM; AEMHKIEE
I A 28 R D

(2) EAME: WJx AT B A MR EA.

(3) fmAfhib2: FFEshek. LDH. Wi LETH.
Fib T8 4 T KB BB VT I R B R LR B A

(4) Bifushge: #4E PT. APTT. TT. FIB. D-— B4k,
FDP, HEH#XIE. SmMEfAfr. EXBREGHFMEHRRE
i ) W HL FIB T, D-— R & F.

2. B FmE

(1) X&FhmiE: FAMAN X i v UL E
A BRI, FTDLRH B BT BB AT A

(2) CT =4 PRl R A #0473 5% CT 44 4 R A By
DB RNR R RAR. FRAZOEI, UK RITE
1BYY B, BE CT B # CT 43 ¥ 5k AU 2 A 6 il o AT
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TEt 4% .

(3) #h3teRAHh: "9 = JE &8k DL RO B Bl 40 i 4 27
BE AR, hEEHTER. WES XA XE N
PRI

(4) FaMH: FATIFEFHREGHFNL.

(5) PET/CT Apd: HAMFH R HEITL2E ERT
RATTENWE BA%, AET2m T B KB AL,

(6) BAEME: W TH &8 MK B80T KE
T RO Hy S

(7) WREREAE: F T R08 BED) e 8y 3

3. ARl B EmE

(1) 7 BEFARER T RBR S WA T4 80
HESTAENFRE, BV RHFRITREEFAR,
TP, FHBE NG ERFAREBN. FMATFNE
LT AT FRTEAR

(2) FHEFRREL: AT EH L &R,

(3) paAmE: MR TRES K&, ZUATHAER
i, BER TRBAENR, 7R AT X 4 AR
£,

—

4, H Ao A2
(1) or it AFBT I Aeitad, LRaEAY
W 7 2 T

(2) UGTIAL 2L H % AN : UGTIAT 2 {7 3 & F i
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FERUMEE, AR ELNAT UCTIAT ZEH 2 SR,
UGTIAI*6 &k [A #y 28 74 A #] M4 UGTIAL vE 1, 38 Anfip iz 468
Hith, WIHEE R, UCTIAI«28 FLF 2 A2 Fl Ty 5
R T B R AR IR D A0 R S R B 4T AR

(3) W BEALFe b4 (FISH): xt-T A RMS, X
Wt d R MEEF t (113K t 2:13) B, PREEH
TE PAX7-FKHR #7 PAX3-FKHR gk &2k A .

(19 ) %335 1

L AXAE: BERAARARE, FIELET
SKAES. WA RMS TR B S A X AE LR, AL RERE
J FISH #2047 Bh T % 5 15 I .

2. WEHHEME: KETHEAR. FHRMS FEE
5w A g S A, ] 5 a B AR IL Y A TR R R
B (NSE). R I-FEAX - AAEFCR/FERKR
(HVA/VMA) % By .

3. BMnfE: AEMZILE RMS FiEEL & ff s 54,
8 4R S A B RRVE AR E AR AR B T

4. WETE: FFR BRI R SN JE A B R 5 8 ik
BB, FERESD AR,

5. HMM AR NE: wHENE. FHRILRE. T4
SNE AR, AWE. MIEAEE, FERTREDHE
7l

M. lsRSEARERE 5548
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(—) &5
JLH BB 5 E FR &, ARG IT B T4 5 2 il IR
A A 5 (TNM-UICC, & 1), DURAESUILATE# 7 % B thiE
4 (IRS) MARBE-RERASAZA (K2), BT E
EEEE

(=) B E o
RERE LA . AERESBF T 98, KR E 1K
. P, HEE (£3), UELEIET.

B TR

(—) B irfEirfE

1. R2% M (CR): FrARMTAHART 4R, B
R R A E .

2. WA (PR): RAME4 /N > 640 , BB MYE
/N> 30%, A TR R

3.k m#E (PD): FAMBRWYEE A >400, #5
T > 20%, B IHRE M.

4. A E (SD): B AT PD fu PR Z 4],

(=) BARTT BOFM AR 42

1.CR: KB M Fuse #5068 it 37 CR, T3 KA.

2.PR: FEAJEM CR, ¥ BEM PR /SD, i & Mk;
R R JE X PR, %508 CR/PR /SD, THT KMk,

3.8D: JRKJENM SD, #2%% 78 CR/PR /SD, LHT KM At.

4.PD: RSB, MBI AHEPD. ME 1S E
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K UL A

(=) %97 P4E

L. FAMRE., 250%, GFEMCT. LA MRI. JFX
Jé xt B A8 A0 F B0 5 CT 2 MRI,

2. WY BRI RE 2 Y AR, PG R KB M AR RS TE M KD,
BRE AR B A, EMR T MRI,

3. ERVfE. EAREMER2MA1INMAE, BRI
PREHRESMERERE. WHBESRMEL, wREEF
RIAFALBRAEE B I G K, s 1 BA R Tk . R,
NWFEH—FBEZER CT. LA MI 85 # B M nmi.

43BN EREHMA CR. PRATPD B9 &)L, [ 6~8
JE B PR LA A

SR EE SRR, FRAER B, MR AR CT.
FE8 CT. 3k MRT, SeBEEATH E#H. 87+ & KFEN A CR.
PR Fu PD By )L, (A% 6 ~ 8 B BT LA IA. 1697 & K5 4t
X R AR I T BOR BRI A A

_ NARY
/Ny Aa1T

RMS & 7Y B Ao 4m 0| & 2 5B 32 B L& A SUAL A T #F
RIWEL (IRSG) ¥&IT 7 E) fr K FEJLE R F D F LU
B %97 23 CCCO-RMS—2016 Fuf@izy [ 4 LA 4% 2017
FSSHEEI0MY RENUTENTEEERRELE K
NBEFENF, HrRATEESFEERETFLE Y AR,

(—) FK
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RO TN BN SRBRARATRE. R BT
MR H R B RRAE. (. MRS, §TREFBREX
Hophk, TAERAMTBRBIT, EHEED, BHITFAR.
W — RF AR B R, AT Fr (B Y 3~
6 MNF (4~8/MTRR) BHFAR. AT RB|TEIRMHEH
SRR, AT Z R F AR, IR 3R B T 89 M3 £ 8

JRA B A B AL
(=) I3

L A7 464E: RMS AEA A IRS— T M HUsy, 1 ~ IVH
WEHT. REAZHERBEL, &1 HeEHBOT.

2. BN RN E: A E BT GRS E BT L RA . R
DBIBAG, BN EXRZ2RES, FRAFNEL LR
180cCy. ZEVURA = 438 /80 38 B0y B . RMS J X fugs
MR NEETAE (K 4),

. EM: FALET2RE,E, TTAE 1A
WHEY; HARRIEHEIL, FHREEER, FEEILK
W&, (TR . MBRALEFAHE, BT
B IR R R AT S 13 A, A I R R R BT F 25
. EAFENFELT, TUFRRARTHY, EE&HHN
RPEXREAFENEFT AR FRE.

(=) 47

1. % @)

(1) RFEPRFRIEMOE, GiEHERERT2Y
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R R FA; TAVREREZNER, AHDEEEMTH
FA. wBEEFA, WATERE T dATE, F1RMT
R RRE LY ER, RN EEA #E W EE S A PAX3-
FKHR # PAX7-FKHR, E16IF & E 4.

(2) F&J7 H 18] 8 % B F B4 & D(ACTD) A0 [ & &
(ADR), T H ERAFE.

(3) BWHALEMT. RELCELH, XALF
B Z ALY

(4) AIERMTWER: KEHFHEAE 2.0 ng, &
SHEDRAE 2S5 mg. EXRLEMBE 4~6 MYRTAH)E
1725, RYREO12 NMHFRAMEFEET F. Y 12 BB
AT AT PD (B3 RS BLAT RO ) M4, 4 #<12
ANAT A BB LRAE <12 kg WARELHE, FE-KET
AR E/30xKE (kg)., BHEFR21d. BHEMT A
M 48 (ANC) >0. 75 x 10°/L, f/Mg (PLT) > 100 x 10°/L.
0I7 £ R 24 ~ 48h, FFagiE Stk 40 fe R Bk B F- (G-CSF) 3t
— B W am R Bk L ¥ (GM-CSF). B BEINHIH>28 RF T —I7
R E 25%,

(5) AIY 254 % Bl R B ) 2 Amaf: DANCT A R RN
o B AF A (CTCAE version 5.0, £ 5) HKIE. WITHE
HHREERMS. K. EHEAT L. HaRkE a8 (ALT)
FANTEFE2ME, SEARPNTERMELSE. BHEEL
A LB E R R (Cor ) P th 6] 40 LR &
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(6) FAORETHEW 25 mg/ (kg - d), 2K/d,
mAE 0.48g/k, 2/ KR, R3 d/A, Iy E BT
#RE 3INH.

2. B T #

(1) G4 £:

VAC 7 % (V: KEFH+A: HAH & D+C: HBEBLR);

VA% (V. KEFHBAA: HEHEZD);

KA&EHH: 1.5mg/n’, FERKEE,d1,d8,d15; HMEAHE
D: 0. 045mg/ (kg - k) +4 FE K Smin, d1; FEEBERE: 1.2 g/
m', 1h, @ PR E, dl, 2-Z A L HE#E R4 (Mesna )
360mg/ (m* - W) +4A T K 20~ 30min, FERBEBAZ 0. 3. 6.
Oh, ki E, dl.

H FRNTL2AH, HAEE DA EE A B <12kg
HREUWHE, ME-REKERAE/30<KE (kg). 7 4
NEE2ETE, WREZ2ZM, INRETHRES, &
AR 10 K.

(2) Ay %:

VAC 7 %: R4, <lkg#HEKEHE, 7l E=K%k
HARKE/30 xKE (kg).

VIZZ (V. KEFRAL FLEE)

KEFBEAMKAEL, FLBEE: SOmg/m2, dl~d5, VCR
J& #E Bk IE 90ming IR KR AE <100 mg/d, FILBFHM™
FR AR FEIE SN RRN, B ENT A EE

-11 -

medlive.cn http://guide.medlive.cn/


http://guide.medlive.cn/
http://guide.medlive.cn/

A% UGT1AL 25 AR

E: VAC fu VI 7 # ¥ X8 #1T, 2T ERE2ZMB)E
b~6 MY ERFH, RV EBKES N 1347 R4 A,
At 12 MY RREE RAMRR T . Y 12 BB it
AT PD (fE 3 R B AT ) M4, ¥ & i T 40
ke 2

(3) BE4rTZ£:

VAC. VI K %: FEhmd, <l2kgiXfKEitHE, 7l &=
ARERERAE/30xKRE (kg).

VDC (V: KA&EHBAD: FFZ+C: FakBifir) /1B (1
B BB RABEH ) T E.

K& #: BEADL;, MEZH: 30 mg/m, dl~d2; 3f
BB 1.2 ¢/ m*, 1h, dl; FIEEBEME: 1.8 g/m’, dl-~
d5; 4RFE I H: 100mg/m’, d1 ~dS; 2-35 2 7. 2 B 45 (Mesna )
360mg/ ( m* - K)+AFEH A 20~ 30min, FBEBLAL/ 7 Ik
ErfZz 0. 3. 6. 9h,dl,

Er U EMTY T ERVRFLVAC A VI REHE. A
JE VA VDC o IE & A £. BUYHIEZEWN A VI 5. 2%
WY 54 B T, BV R 12 M7 2 B R AMERA
FETF. AT 12 AEWFELT PD (BB A A
) W4, R A,

. JRITHEXEEIR R EN R EEaTT

(—) hapr Ead e S B AR Bh 06 77

12 -
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T EE E ERAELR. O i, F. B,
BXE R 2B, RLIE REAnBE X R 4 M 6 R A% A TG An 25
MEEER. ERAGAREY, REBERBEESR, I RELER,
B i A Fo L S L, HRIE SR AL, 4 FndE 5 a0 SRR B Ab,
FRTEAT AW EAUER TR EFERR, g KE W
RN, AR SFRAEIRIT . A 2 I A R T RE
A, oK FFTHT 5] A R AR, P& & 5] A AR
E, HFEERNFF .

LEHM: FEREXR RGO EENE, AEILHE
W LR A e (B MG S BERE . R O A T R 2 A LR B
B, TWRIAOT. A BN CHRAFESE; FHA
FHFEH M EE, SHMERANEMEL. —E0H
BB Mo M3 T 00 HE BT ot HR< S5%BE Bh 4 S Hh< 28%, EREIE
WA e A R A K, WU A R B KAk
. TN RAZEF, BB 404k > 553 Hh 48 K4 > 280,
REEFRELGYERAANERCNRGEELEEARTTE
(Zinecard) . ZRWH. HEEGFIFLHM.

2. % @A ALT/AST A EW & MW 10 fF 2 WL Lot =
REAN, 1ABIAREETUESERNETHN. £F
. KEFRAEC LD g, FANEESFSHEA TR
PR R RRHMHE. ARTUARERES, HIEW
REPAFZ . BT HAKEMF LG KEIFRAEIRT T RN
FEALA R AR, R UL BN LA 2 E R A B K AT

-13 -
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B

3. W K R, UK IR & 5 B i e
F (SMZco) Fly = K i % R %, 25mg/ (kg - d), 2K,
RARIERIK 0.5, Bid, HEA 3 XK, EWTERE 2~3 4
H.

4. AIE . ST — AR DA I A T 4T AR R AR A
M, f141 3 E<60g/L s E; MM D t/NAR 3R <20
x 10°/L Btz 4yt /MR, AR B B i o A i RE B R TR
B0 E AR AIE T & M AR5

5. b 40 LR B ) Te X T A BN AR K B e b 4 Bk 2
# W] DUBE ] kL 40 e & AR T

L _EAWTY 25 4 5 1 i RAm B R LI R 5.

(=) tb7 Fo3ls7 6918 205 3| R A 5

AR B AIT 20 4 0 B R Fo 07 A2 3 ik i B 5 8| RO &
EWERREHE, Glwmmiy. 2887, BTFRE S,
F MR R E>240y %, X R R o B A I T R
B EAREE, RAEWTHR, FHEEEN, B4,
WIEHE, ARZHES, FAER, BEEK, THERE
%, AJBUTEWBEE, FI, WE, TiEANLES,
BN, EEZESHE, THIRIE, UMNERTMELR. H0U7.
Y VT 3 R AT 4 A, TR A SR SR 1R M M R R

o, LELATAKELEHN, 76k INT 59 By
ARG E AT, kA K K F AT B 4 I 28 o gk
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B, FEb, wBITMBENREE, FXELEMBNAETE.
BB Ie Y &R, R KR

J\\ BT EREMEIHEE =

(—) %145, /&3 MNARERE. mEA. mEd.
X 2% 5 SOBER CT LR R KB iR F 2.

(=) F2~34EFm4INARSLE. DFEA. DA
. B X & Rh URERBRNZGFRE.

(=) #4506 MARBME. mFA. dAEMN.
i X & U R R BB F At

(v9) % 5~10 FHEFHTERERE. EA. £HF
o r,

(Z2) W0 FERTREGEFEV R EIERM T EI)LEHE A
. B oMERAE.

L. SR

(—) ER %

LFEUTT s VA )L L3, WAk,
B, BT EFH LKA LGS, S KR
s

2. B WA LU S

(=) #5404

o TR ERRFERFW RSN, LA DL
THAEZ—, NERNHEREREZ ERER.

(1) ERAEEHHIT B ML, CT FFBRAELMH;

-15 -
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(2) FwmEGENFELEDW, EERTEEHAT
BEYIF R FARERFMEH

(3) BERAELERED W &M,

(4) EfR ELEMBIRN EHh+4.

2. TR%EY: FEUTHFEZ—FEWNELZELA L
EMBEEHNANA SN T RER.

(1) @RV ERTEREERE. ERFH-IREN
TEABE oW Z (wdh 2 XERRE2D 1 — B YR
R T EH YW );

(2) UMERLETRMBINRE RFAE;

(3) HWAMBRIBTNHERTEIRIE, MLEHERT
P RCPAELE e

3. wAANT&AEZ—, MENEE. TRAERED
ZEAANEMBON AR LHER,

(1) CEATRERAFA LY. 8. 24, KHE
MG T BH, BE, BELEEFNTRFARBBT &
T, FREEmE I, THOEEHLERBY T AN
W [ B 4k 4 TRk e B2ie 0T . I E. R

(2) DEATRERTRERMBIRTA. BT .
FPEFLERRDER, THOZEAANEMEL T AN Y
M B 4k A T R JE BT IR, BT

(=) REANEED TR

LB, HfFekDmE, ELSmEsLnE
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A W PR

2 B LA LRE, EEEBEAR. K. BEM
JH A R KRS R E A RIE R, Kkt
B A T

LD HERTALGRAE. FEDN. TR, 17
B AT ERAALE, BERRE ERTHRTE.

4 BEY T ERIFG, TEETEDEHE— SV
¥

fif: & 1 BESUILAIE TNM Jg Y BT s K 2 3

% 2 ELLAJE IRS AR5~ 2 -

&K 3 AELAA T e B 2

& A BLAVARE 5% BT &

S AT A (. BRAT. RS . A
T A7) F PR R AT

6. )LE X F D FBESABE LT A (2019 F

W) wE T XA

b

)
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Fiz= 1
RESUULI JE TNM 3497 B I R 2 10
a4 RRE MR MERA  MBEE @i
# % (cm) w1
1 FEREFHEE TIHT2 <5:H>5 No NN, MO
2 BHEAERMME TI T2 <5 NN, MO
3 BEARMAE TL T2 <5 N, MO
5 Ne No N, MO
4 W BRFRARE TIHT2 <5H>5 NHN M
H A B
e T1 BB R R F R A RS A, T2 BB AR R K AR
WAL, ZAAREHRERAL;, N ERBHELE#EY; N7
DO B 2 45 8% Nx Rk B2 48 1 3F; MO Bamabde 14,
M1 A7 3% AL 45 75
E: FEEGWHMERISRIE. L5 (RIS X ).
PR, dEEAE. BEREAnEI A MR Kk R A RS R AT
BB 2B, B, R, EMETeEiE. K’
JRE. &, W/ ILE . B s fo it b,

3=t
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Fiz= 2
HLSUILATE IRS A J - E 0

a4 I RAFAE

2

I ARERE, FET2R, EREIELDL TR,
TRBEME LS (R T LTI, FEMRELEE
s Y DLIE 520 R Mk B 4 % B)
LaprERIRTREAANANZELEE

Ib% BRI ER R ALA BT U RRL AR, 4
i 8 =
II W%% BB ST AR, BB B A B 30 B K B0tk
EE#ES"
Ma WERAT LB Eadllk, BRETAKE, Kk
Y
b WER T g T2k, T Bk E, (8K
B2 45 7%
Mc WERFT LB T2dlk, RTARE, KEHE
EAEY
M 8 kT2 REAUERERE, 1R A 5% 8 Ma
[ a X ik 7 4 BURE
IIb P BR BT LR T8 KB P B, B IR A P B3k &
i

IV Fimidr, M. . B B8 . 3 ACALA Bk
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EEEY (MARERFRENME, MR S

P AR ) B I J AT T M A S )

i

a: Jo ER IR I 45 AR B R RAR LR R FALAR T AL A
br XA E L HBAEMETHS E R L5 5 X 8k

P4,

A 4 B 4 B O\ TR IR A A E B R A A
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MR 3
S & fa e K -2

fEdl RETA TNM 43~ 3 IRS 43
(i R RE A 1 [ -1
(i R RE A 2-3 [-1I
15 JRRR . £ AR 2-3 I
15 PR, ZHA 1-3 [ -III
B FRAER. % B AL. 4 I\
Fi o A
-21 -
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