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Clinical efficacy of CCG7942/POG9354 protocol in treatment of peripheral primitive
neuroectodermal tumor in children

QU Kui-Yao, TANG Suo-Qin, FENG Chen, LIU Ying. Department of Pediatrics, People's Liberation Army General
Hospital, Beijing 100853, China (Tang S-Q, Email: suogin@yahoo.com)

Abstract: Objective To investigate the clinical manifestations, diagnosis, and treatment of peripheral primitive
neuroectodermal tumor (pPNET) in children and the survival of patients treated with the CCG7942/POG9354 protocol.
Methods A retrospective analysis was performed on the clinical data of 10 patients with pPNET admitted from October
2008 to October 2013. Of the 10 patients, 3 had metastasis, while others had no metastasis. The 7 patients without
metastasis were treated with the Children's Cancer Study Group 7942 (CCG7942) protocol, and the other 3 patients with
metastasis with the Pediatric Oncology Group 9354 (POG9354) protocol. The therapeutic response and chemotherapy-
related toxicities were evaluated by WHO criteria and Common Terminology Criteria for Adverse Events (version 4.0).
Results In the 7 patients treated with the CCG7942 protocol, 4 achieved a complete remission (CR), 1 had stable
disease, 2 developed progressive disease (PD), and 2 had recurrence. In the 3 patients treated with the POG9354 protocol, 1
achieved a CR, 2 developed PD, 2 had recurrence, and 2 died. For the 7 patients without metastasis, the survival time
was 5-60 months, and the event-free survival rate was 71%. For the 3 patients with metastasis, the survival time was 13-
25 months, and the event-free survival rate was 33%. All patients developed grade 4 bone marrow suppression, and other
grade 1-2 toxicities, including gastrointestinal reactions, liver function impairment, and renal function impairment, were
also seen. Conclusions CCG7942 protocol is effective and safe for children with non-metastatic pPPNET. However,
POG9354 protocol has unsatisfactory efficacy in children with metastatic pPNET, so further studies are needed to
improve the therapy for this disease. [Chin J Contemp Pediatr, 2014, 16(11): 1109-1113]
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Hb Sl BY DIk #h 28 A6 IR JZE M (peripheral
primitive neuroectodermal tumor, pPNET ) J& Hi 5 iR
AT P A8 IR SE A AT A 1 & A T R LA
HARRHLUEF I EY, BAT Z b RE R /N
APEMRE . R R WAL, AR ARRI TR AR
R TR R ERP A H T Z R AR
ARG BT Rk S Ak 7 R D g 14 2 & R
W IALYT 7 %6k 92 EULE i RE ME L CCGT7942
TRYT T RN SEE LI MR UMEZL POG9354 1697 T
%, HT POG9354 J1 %5 CCGT942 J A EA
SRR ALY B SR I R, B TR
pPNET &L, FATRHISEE POGI354 Jr%E, Hd%
CCG7942/POGI354 J5 5 157 R0 S AH & 57 il I 1y 7%
R,

1 ARSI

1.1 IGEERER

(] Ji5i 14 43 B 2008 4F 10 H % 2013 4E 10 A &
BHEGA A 10 6] pPNET BILEIGIR TR, B 1 Bl
Ja il It TR F I AN, AR 2 BTG K A
A2, 10 BB ILF, B e, a4, B
AR 1.5:1, RIFFRIE 1~12 %, PR
6 % Hh 3 BIfFFER R, R POG9354 J5
RIS, T IR, SRHT CCGT942 JF Fitt
Trfbdr o BILPER] . BRI . KR 20zl
ORI . AR SR IR LR 1.

12 BFAR

1.2.1 CCG7942 & 57 # % K H 33 (1197
) VDC HIELZE %, %1, 3.5, 8, 1077
FERAIVDC % 552, 4. 6.7, 9. 117K
MIEJr%; 5. 6. TIFRITHIBIFARA / 50K
Jr. (1) VDC % el (CTX) + MLt
A (THP) + KFEH K (VCR) o 0. 6 J& (HP
103U LA o B 1~2 RERIKIE I CTX
(2.1g/m*) 6h; 55 1 K T & k% 3 CTX A #
Jik #E 4 VCR (1.5 mg/m®) ;5 55 1~2 K HF 22 ¥ ik
8 7 THP (37.5mg/m’) o 551, 2, 7. 8 J& ( |l
B3 R 2, 38 51 K KT VCR
(1.5mg/m®) o 55 12, 21, 27 J& ( B %8 5.
8. 1097 B 1A ) «+ 55 1~2 K& Pk ik 1 CTX
(1.2¢/m*) 6h; 55 1 K F kit i CTX H ## Ik
HEHFE VCR (15 mg/m®) 5 5% 1~2 KB EHRESE # Ik
% E THP (37.5mg/m®) o (2) IE H%E: HHEE
Bk e (IFOS) + R 4E0 # (VP-16) o TIRIT 4R
3.9, 15, 18,24, 30 J& ( HV 55 2. 4. 6, 7.
9. 11YFAREE 18 55 1~5 K40 5 ki 1 TFOS
(2.4 g/m*) 1 VP-16 (100 mg/m*) .

1.22 POG9354 34 55 7 % K 48 Ji (16 97
) mgiaikyr. (1) @O3RI7: 8 0. 3
CRPZE 1. 2975 1) 58 1~5 KRk T CTX
(250 mg/m®)  H #& I B HE (0.75 mg/m’)
(2) BERIF: o, 188 (IS 3. 7TIr s 1
J& ) 5 1~5 Kk VP-16 (100 mg/m®) 5 45 6
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5 & 3 1 ZEBOE 2 PR ) - C+S+R 6 MTFRFEITT ARV, REITHUT
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7 &7 I Wl AR + REE - secen T EATIER, ARIT, 447
@ 0.5 Filfgis & M Jifi C+S AT 12 AR FERTIE
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JiCRIES 37 RREE 1) 568 1~5 KRRk i 1FOS
(3.6gm’) ; H 12, 188 (RIZE S5, 797 fLe 1
Ji ) 5 1~5 KE K T IFOS (2.8 g/m®) 3 459,
158 CHVEE 4. 6 J7REER 1A « 5 1~2 KEpIkER
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(1) JPROTH: e WHO 521988 % W7 5%
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jizES S IRESEWEFFE BT ( National Cancer Institute,
NCI) 38 A R ATEDSE (CTCAE v4.0) #E47
P, 3o 1~5 9

remission, CR ) .

2 R
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PPNET S MJEL R A 73T 10 4 2245 IR 56 240 Jfa A
AW, H ARSI /N 5 20 B 2E R S R,
RTIVEME DE, 6L, FF R
TENLRFE TR ARER A, pPNET 2%
TR U EE . B, R B
5%, BUL U TSI AN AR . ML B RE. HIR
B, AR . SEIL. DR NAE P, A
e 10 BIERJLH, A 6 Bk R TE R RE, 4 )&
B, 5 LR GEM L 16 REE SN il
R4 EEA RV e A e o AQME] BT ) K A 1 i
S TE I BE Y pPNET 54 Askin ffR3, DA
Wy pe) Sy BRI, AT A I BRI A
WA R W R, CT A —E e, £
BE | AN S S e B, 38R S RN )
sfb, AIE 22 RER, IR BOR, ik
S FRRANTE Pl SR AR A TT D) SR R 1)
PWREEA . ZARIEE, XH2Wra ERRIER, HK
RN N LT S ILEG Z IR SOILRRE . fhs
BEARMIRE . b IR A A

R ARG, TR A R A BN TR R
L R Ny ST I RGN e s AN 2 i o
B, 5L AR UL /NG 2 2 R (i
W . P BRAn g . BESUILRE . R/
AR S5 ) AEARL, W AT PR IR ERARMER 12
H = 2R R HE . e 41k S A i st 1% 2 1
PORARIZ pPNET, 2 Wibs iy B H-W
IR CD99 FHME, FHA PIFLL A FE# Zbn
¥ (40 NSE. Syn. VIM. MIC-2, S-100, CgA.
NF Fl PZ (K8 45 ) RaA,  ELIR B 40 i 4[]
PrIE (LCA ) BRI B LV 4 Fifr g 119 G0 9% 4H AR K A
BRI AT2 0 PNET™, A1 B Ak 32 BRI E Ay
1ZWr PNET B9 82 B, AN7E e 20 i 2 B EWS/
FLI-1 8] EWS/ERG & EWS/ETV, EWSR1 (22q12)
Yea iR Ly gl A L B AT H512 PNET. A4 6
9 il e ER A e AR 2, 1R CD99( - ),
JEREE R PNET ATREVE R, fefmiladsrFistflrie
/8 EWSRI (22q12) QiR B Arinigis .

H Al & X6 pPNET 3697 1 B8 — T &,
ARG R AT, ARG T Ak 2L 0y % 08
DI R R VRS . BT E AR AR B 24

IFOS. VP-16 A LS T 259K G . i HTRY
BI7 % VCA 1% (VCR+CTX+ FIE X ) 5 IE
T % (IFOS+VP-16) , & 3 JH & #ALIT P A
8 R CCGT942 J5 23097 1 7 B R () 8L,
Hrp 4 i3k CR; 1 BRI T hE L, 181 HJEKR
Vis VBITEIRIT S5 5 52 %5 149 SD i Lxf k7
YA, BATIEATHUT; 2 4F EFS 4 71%,
HEAFIR 5~60 A H o SR POG9354 7 LiRYT I 3
BIA R EIL, H B3k CR; 2 BIfES YR h
BORVET; 24FE EFS N 33%, HAEH N 13~25 4
Ao X5 EAMRE T B A1 5 4F EFS
43 50 R 7097 F11 3097 AL AT LA JGEE B
W pPNET Fil 5 1) — M EE R R ZE . tbah,
PR R B RN L BT . RRAE IR AR T DL
PR 52 % SRS X TS B R g AN A e L R
B ERLA AT AT AR 2808 JLis ) CR, H
02 RATYIRAR 5 o A5 Hp JE I B 0 191 18 A R
H29%, ARG E KFRIK 67%, SKE K
BN 40%., IR LTINS ALY T LA = O B
1) pPNET T f5 , {HXTFEFEGEALFE R 1) pPNET 5051
AR 7 HFT TRRUETAI P A A s i 40
MRS HE IR T BCRA AN . A I8 HRE R HH i 771
SALITERA F AR I 20 A AR T AR o v XU
FRIIESCEC ARG / T el 22 AR J2 s () T s 1,
Meyers 55 IS 3 5 R LIRS B B R
k% VP-16. &5 RETECA AR T Al ibin
Y7 32 il R R SC G IR, JHerp 2 AR TR SR
RN 24%, ] LR HH 25 48 AU 0 5 A 36 T RN 38 I
TR A A BCE A A, Jioh, ENkA A
S B S HRAE R R AT 45 A A RS E i i
I T 4HIFE AT PNET B9AT TSR A

Amtsrrr, BILIRIT By 3 E R R N kB
Ik 0 W i By A, EE SR 4 A 3 R
O FH SRR TR, | R P L B TR O NLEERTT,
LT LA it 52 A7 . T i 2w RN L
MR R, 2RI AT, R LA R S

AT UL, SR CCGT942 I Xt KA R 1
pPNET BILAERL . &4 XAFTER RS pPNET &
JLRIMR H POG9354 7 ERCRASR KA, AT
TR 2N K I3 2 AR 19 T Je B I FH Sy Fieggd 1 i
Bt 1,
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