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22— Y FRAET7 7 I —ES (Ewing's sarcoma family of tumors : ESFT) &,
ANEIID S FEMICR DL SIET 2 WETH 5. WS, WELZENIN 2 514
WHZE AT CE TR DML 2D, WL, BREHE (75%) LB (25%) 12
SEEh, FROIMALNPIIE R TWE, FPERARKTE LTIE, A, S&5F, 15
e b, BEEARE 200 mL DLk, WD & W3 COMIM AT 2 SE LA, #RHI 4R LAt
BiFohb,

B, AL OMER L & DB OUE L RO TB Y, SRRE, B
B EAAE DR TELFNNERILETD D, FIEIBIIIMA TH Y, T8, HHz
SRV, RGBT WEEC AL O 720, EENERERO TRIPLETH S,

RABNL, EEEEAIH T A IREATELE T, ARG ORI X ) B HGE O
MU  #7% © T %0 3~5 HEOMHTELE (DFS) 13, 7T0%H#ETH 5,

RO T 2EREIELINTELT, PRIZEEICARTH 5, BRIAIZ,
i, E#l, F2% <, —RIC, BERBAORTIE, Mo ADEBITIE PR R VDS,
BB OB D 2 L FHRIEIARTH S, 3~5FEDDFSIX20%HHETH %, £
HIPE LSRRI 2, KRELFHE 2 B L& mMagisfrbhsa 2 bbb
A, WREEOWE X T TIE R,

EHBHEOUGEIC L) RIAEFAZSEINT 2 L L b2, PosARIRB#IGERIC X %
TRBABHEIMLTEY, ZRFAZGOBMAHEORRICb27r0—T7 v 7
MEEL LD,

B — </ BB A — L n
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N7 ZANIIAFIY

1—(2VJRET7ZU—BEE (ESFT) DaESE
DREICHBIETFRENRE, SSMDICDICHBIFIREIF

ESFT 23 2 Wi, FEARM IS AL O LR ORI EZ W, REMRENZ
Wi X D ArbN o2, dL4EiE, ESFT OMREIEA I MY 2 A —IZ T2 5 012 7% -
TETBY, TNEMETLHI LI BHOREELIN LT S,

BB VED R EAC & ) ESFT OE#H )M 8% > T %50 ESFT 25 LR 3w
AL E LTI, BB m MR oD, BB OREICIE, M X Ty
F7T 74—, SR, 5HELEM, computed tomography (CT), magnetic reso-
nance imaging (MRI) 7 &23% ), #i#L TIiX FDG-PET (®¥F fluorodeoxyglucose-
positron emission tomography) ¥ 721 FDG-PET/CT 2SR D& HMFBIZH S
nTtwa,

CT, 8YVFI57«4—, MRI, B8ZR, SHEEMRICINA FDG-PET, FDG-PET/CT @
BRE - £RICKDIRIE, ﬂ‘-ﬂiﬂﬂiﬁﬁ#ﬂ’\]ﬁﬁ’&ﬁ5Cc‘:’&?ﬁ(?ﬁ“}é@“éo
BRI —F (HRE - TETVAUN)

6@%5‘} VARSI O EMIILHTH V), IEFERREZW O 720121, $HERXY
T 5 e AR TRILC & B BIUERM O TS K v MO ME ARSI 72 2 Rk I IE S
Wﬂ WZHERSNTLE)DOT, RHEUBROBISHREZEO TURT2LENH 5, A
&, TCIERO—RTH Y, FEMELFITINETHSY, ESFT (ZMES M2/
MIEO/NPEMIBIES TH 1, #% O HE G2BEARO R TIIMRESFIE, M0 RiEZ &
& OB R 2 A 0% v REMREFNYE TIE, MIC2 BIZ T Y CREEERA
D—2TH 5 CDI MR THNIX, ESFT OWEEMENE VA, CD9 15 BEA IE <2 JE
FYF ) Y ER TR O HEIES S BEE 2 50 CD99 BISHS vimentin ¥,
neuron-specific enolase (NSE), S-100 &, CD57 (Leu-7) , synaptophysin ¥ A5k
HE%b,
ESFT OAMIBBIZFAIIBIZEIC X 1, 22 FHEAERDON Y N ql212H 5 EWS 5
OERP—EHLTHESINTBEY, TOJMRFEOERITE, 11FLIE 2 FE LM
DRERDB G L T2 W RN D %o H¥E LT, EWSEETOT I/ Kih o
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BERR - BEC U REN

K 1 ESFT [CHITDRBHEREEMSBLTFDOIUOHIREE

Gefn i 4 A EET EWSIZBI28E& (%)
t(11;22) (q24;,q12) EWS-FLI1 85
t(21;22) (q22;,q12) EWS-ERG 10
t(7;22) (q22;q12) EWS-ETVI Ih
t(17;22) (q12,q12) EWS-EIAF Ih
t(2;22) (¢33;,q12) EWS-FEV Fh

BIETOANVEF Y VEKEIZEL TS, KBTOBEHETIE, )L VRFILE
WiE, EWS 77 3 —WERTBIZETO—2Th Y 11 FhAKDN Y F 24 1B
TBFLIIDLDTHbD, EWSHRTFLRBMETLIDOMD EWS 773 —X N —
RN 5 L, 21 FROMRICNET 2 ERG, 7 HJOARICIES 2 ETVI, 17
FYAARIHLE T 5 EIAF, 2 FROMRICMET S FEV LR D, 2heht(2122), t
(722), t(1722), t(222) OFEHEEFKZ 50 (1),

ESFT Q@& (5T Cdh b EWS-FLII, EWS-ERG, EWS-ETV1, EWS-FEV 7
EOHH ENIISHEELZI L 2 5. 0 X9 ICHRIEMBF VB CO MIC2 @i T#
¥ CD99 X EWS-FLII, EWS-ERG % GURAHRETAMR LS EMET 22 L %
33 %,

R PE DR BYEAIC X ) ESFT OEFE T EHIR % - TL %, HFH, HBREZOEIER
WAL DI 4 ¥4 1%, The Children’s Oncology Group Bone Tumor Committee ” 7>
BHENTV S, BRI 25% DEFINERHEEZ AL, i 50%), H (25%),
T (20%) DRI TH LD, —FH, FEIEBLHEOY > GBI EIN TS
%o HHEBOME I T HER P FHAR, FTEBOMBRTIITI v F 77714 —%
MRI, Wi OM#EIZIE CT, £HMEITIT4H MRI R FDG-PET BH WS TWw5,
WAL DL TId, FDG-PET ¥k Y &, FDG-PET 2 CT #MMA 72545, X 0 IEfEIC
B OMENTEL LVIWMEY bH D,

DX, HEGS RN R R, REEL B, BRI T NE T, B
MEOBWEKIZE, i, & BHIHRERHVTH L7720, CT, BV YF7 774 —,
MRI, EHiZH, B8EMRICIZ FDG-PET, FDG-PET/CT OMtE%479) & # g
T 5,

W#7 4 —)V F : PubMed
WM - 199041 H1 H~201443H 31 H

MR
1. Ewing sarcoma 5855 1
2. 1 X PET 65

3. 1 x EWS-FLII 450
ZOHPOART — I 5 8 Tk EIRL 72,
¥ 72, NCIPDQ®%ZB#\Z L7,
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1)

2)

3

=

4

fus

5)
6)

7

8)

Mankin HJ, Mankin CJ, Simon MA. The hazard of the biopsy, revisited. Members of the Mus-
clerskeletal Tumors Society. ] Bone Joint Surg Am 1996 ; 78 : 656-63.

Ambros IM, Ambros PE, Strehl S, et al. MIC2 is specific marker for Ewing’s sarcoma and periph-
eral primitive neuroectodermal tumors. Evidence for a common histogenesis of Ewing’s sarcoma
and peripheral primitive neuroectodermal tumors from MIC2 expression and specific chromo-
some aberration . Cancer 1991 ; 67 : 1886-93.

Navarro S, Cavazzana AO, Llomobatt-Bosch, et al. Comparison of Ewing’s sarcoma of bone and
peripheral primitive neuroepithelioma. An immunocytochemical and ultrastructual analysis of
two peripheral primitive neuroectodermal neoplasms. Arch Pathol lab Med 1994 ; 118 : 608-15.
Shanfeld RL, Edelman ], Willis JE, et al . Immunohistochemical analysis of neural markers in pe-
ripheral primitive neuroectodermal tumors (pPNET) without light microscopic evidence of neu-
ral differentiation. Appl Immunohistochem 1997 ; 5 : 78-86.

Dellatre O, Zucman I, Prougastel B, et al. Gene fusion with an ETS DNA-binding domain caused
by chromosome translocation in human tumors. Nature 1992 ; 359 : 162-5.

Delattre O, Zucman ], Melot T, et al. The Ewing family of tumors——a subgroup of small round-
cell tumors defined by specific chimeric transcripts. N Engl J Med 1994 ; 331 : 294-9.

Meyer JM, Nadel HR, Marina N, et al. Imaging Guidelines for Children With Ewing arcoma and
Osteosarcoma : A Report From the Children’s Oncology Group Bone Tumor Committee. Pediatr
Blood Cancer 2008 ; 51 : 163-70.

Gerth HU, Juergens KU, Dirksen U, et al. Significant benefit of multimodal Imaging : PET/CT
Compared with PET alone in staging and follow-up of patients with Ewing Tumors. J Nucl Med
2007 ; 48 : 1932-9.



CQ2e307

HRINDFINE (CIERER) (&

1= %
EIBR DBE DO YIBRAR DT K B FFEEITH L THGT L 720
HESR

A—VJRET7IU—FER (ESFT) [CHULT, FiERCRmMaERZITSHAICE,
DF - REBRIEDFilt EEHRICILEIRZT S C L2 <RI D,

153 R IRFEYIBR DA L DY) BRAGAGERL & M7 B TIX, AT Uk Ls 5 g
RIS RRR 2B L 72356 X 0 & R & o H % nw 2,

BERN - BEICLIETRER

W#7 4 — )V F : PubMed

MRERWIM - 2001 4F1 A1 H~20144-3 A 31 H
M

“Ewing sarcoma” AND “surgery” 1267
COHFRMPLART—ICBHT 5 2 SOk E EIR L 72,

Sk

1) Paulussen M, Ahrens S, Dunst J, et al. Localized Ewing tumor of bone : final results of the coop-
erative Ewing’s Sarcoma Study CESS 86. J Clin Oncol 2001 ; 19 : 1818-29.
2) Schuck A, Ahrens S, Paulussen M, et al. Local therapy in localized Ewing tumors : results of 1058

patients treated in the CESS 81, CESS 86, and EICESS 92 trials. Int J Radiat Oncol Biol Phys
2003 ; 55 : 168-77.
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BREAIICH1F DA EIIERG & BEHRIRETIRE DRAR(IE

Z—A Y IWIET 7 3 —JES (ESFT) BEHREZEA R VESE TH 0, B
AL OB A LA & 0 B AR O —3 & LOSH SN TE 72 RSB ROM
BIZDOWVTIE50~60 Gy ZSHREMETH 5725, FMOYIBRES WM (iah) 1ba:s
OB L Y ERBEBR T L ICEXD 2 00BIRTH ), FERABRICBIT 512
L THGT L7z,

AT DIFLEYIFR T TYIE (M) (EZREDWRDARTDEIZE®, DEUIER, SoHIER
DIHEF, MHERAZETS I ENHERIND,
BRI — K (HRE - TEFVZAUNR) 1 1B

Ozaki 1%, —4 ¥ ZHEILFEDIZE (CESS)-81 - 86 + 91 O/VEHREEEHAFIH T
X LREH 244 Bl % BRI L TWwaY, RBFTERRIE, B GREmE o
102 B 15 61 (15%) \ZxF L, FAihafrel 241 Bl 10 61 (4%) THEIKD - 720

BUARYIBRBICIlm i L0 b7z, RFTHSRIE R0 o 720 HUEYIER & L fib) kR
(7 UG KE & D 2~3 cm ZMIIZ UIBRis 2 3E L CUIBR) Z@tlblkr & e L, Ay
Bz & 5 N BB 2 AS @YD U bR & e 36 L CUIBREE A IS X 2 BT 2 Mt 9% &, by
Bz 177 Bl 8 1 (5%) Tdh-o7zDITk L, AEEIYIERTIZ 67 B 86 (12%) &
RIS EAE RO TV,

L2F 3 DORBEF IR R & FHROBFRTIZ, CESS-86 THLUMKZ: M BUG RIF#ED
10 FF4ER A (DFS) 2564% TH - 7-DIxF L, MR BULDA BB Tld 38% & 7
BHLNIZEOWEDD DY, HEBEFEIERDRD FHRFTLEZ 5N TW5,

Schuck & 1%, CESS-81-86, BKIH.L— A > 7 WIEIFEMFZE (EICESS)-92 @ 1,058
MK 2 GI Bt & BUTHRRERR L O PRI L THRET L T3, LGB o I 4
BB 5 5L, MRRSEMZERNEE RAFRE 101 B 161 (1%) 1ot L, REBETIX 25
Bl 36 (12%) &ML TWize IREUIEREOMBIGF BT 2 51, Mk
ZERNEE RATRE 89 I 5 81 (56%) (KL, ARBETL 59 3B (5%) THo7
DB XD EHEIBRTH o THHBFANRRES AR E1E, BTG RS A%<
HoHEWPE LTS,

JEFEYIBR DL BT TR AL O R AT 55 T By A A B B o U BV A5 2
<, AT RIRHEIBRLT TOM (lin) AL PREORMRIA T 5 RE %, Bk
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B - BB UIBROY AL, JRTHIEAT RAF 2 R AR 2 05 5 2 EAHERR S b

BRR - 8L LITRER
WFE7 14—V K : PubMed
MR - 1990451 H1 H~20144E3 H 31 H
MR
“Ewing sarcoma” AND “radiotherapy” 781 14
COFRPLERT —<ICBHEDDH B 3 CHkE EIR L 720
%72, NCIPDQ®%#%#IZ L7z

Sk

1) Ozaki T, Hillmann A, Hoffmann C, et al. Significanse of Surgical Margin on the prognosis of pa-
tients with Ewing’s sarcoma. Cancer 1996 ; 78 : 892-900.

2) Paulussen M, Ahrens S, Dunst J, et al. Localised Ewing tumor of bones : Final results of the co-
operative Ewing’s sarcoma study CESS 86. J Clin Oncol 2001 ; 19 : 1818-29.

3) Schuck A, Ahrens S, Paulussen M, et al. Local therapy in localized Ewing tumors : result of 1058

patients treated in the CESS 81, CESS 86, and EICESS 92 trials. Int J Radiat Oncol Biol Phys
2003 ; 55 : 168-77.
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BRERICX T DIREN EFRCEIS

=3

BRYEL— 4 ¥ 7WIE 7 3 ) — %5 (ESFT) T, BRI MR L <
VBT EAS T, ROHRIEEER T & Vo 2RI 7 BN 2 C A B0
B BT L 72 S B e L T T b B0 BERILSRRIE IS, 1980 4E o7 & 1K IE &
RN C 2 L2 U BB R SRR AT D LRI 5 T & 72D B o

REBAIICHT DIEZREAIEIVURXFY (VCR), RFVILEY Y (DXR), ¥Z0OKRA
7=k (CPA), 70F /342> (ACD), 41RAT7= K (IFM), T hRY K (ETP)
D35 4~6 Bl ZHH GO EZEHAEEREDNRIHREIND, £EL, B EME
EEHATDCEDUETH D,

WRIL—F (ERE - TESVAURI) 1 1A

K [ 37 S ABFZE AT (NCI) 12 & A NCI-INT0091 (2 3T VCR+DXR +CPA +
ACD %A G b7z VACD #: & IE #i: (IFM+ETP) O35 & VACD Hih
Wi O H RN T v 7 AR AT b, VACD+IE # 0 5 4 895 4 17 5
(DFS) #%69%, VACD Bl 54% &, VACD+IE ¥ CTH B IH R K O L E 5 5
szl 518, ZoHiTbh /I KRE/NERA Z V-7 (COG) AEWS0031 Tl
VDC +1E #3: 2 iR A QT &) B e EEfmun GHmIy) Bk
B L7 AN T > & 2LICEGRER T, (GFII R C 5 AR M= (PFS) 2%
FElc®EL (73% vs. 65%, P=0048), L20d, #MxFA%ETH 7127,

M Tid, 2—A4 ¥ Z7RERFEIE (CESS)-86 12 & 0, PUBIEAE DAY A &
(SR) 29 5 VCR+ACD+CPA+DXR (VACA) %, HRBIBIEDOE ) A 2
(HR) #i2xt9 % VCR+ACD+IFM+DXR (VAIA) 7 &b H /7R &
¥, Fiz, Wz —4 » 7 RELFEZE (EICESS) @ EICESS-92 12X 1, PUBgJE
56 R AR 25100 mL LU T % SR B, AREEESE S L < I3RS AR AT 100 mL PL 1%
HR# & LT, SR# % VAIA ¥ & VACA##:12, HR# % VAIA ik & ETP+
VCR+ACD+IFM+DXR (EVAIA) 129 v ¥ <4 X LI#K L72Y, SRE®D VAIA #
& VACA LD 5 4E DFS 13 68% & 67% &L A H2EZBDLh o 7275 VACA BT
W2 m L, SRETIE VAIA RSN/, —F, BEBE2ASLVHRBETIE
VAIA #tik: & EVAIA B2 iR % &, 54E DFS 322 44%, 52% T, EVAIA
WEROBRB R CTHo7ze TNICKY, BRERDLZVHREETIE, ETP 2z
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BRI - sZICLEIXRER

Sk

T2 ENHER I N, IkITED Euro-Ewing 99 1B W Tl 4% (VCR+IFM+DXR+
ETP) %{fif L7z VIDE HBENEMEAREIMEH ST 2,

KE 7 5 RN O BRJF 1 ESFT BRIIZEIZ BT, ALFHEITN 2 T RN,
BURFIAERICOWTOBE SN TB Y, @) % RFTHRE & L35 o B 2B %
M ESEL720ICEETHL (RPEEICOVWTIE CO2, CQ3, CQ7 ZH),

Ekos@E Y, KETHERMN TS BRFYE ESFT (A $ 2 B LA s BV Tid
ETP MR ENE X)X oTE720, EHRBHEZIRVPADWINIERNLETDH
%o VLTRSS 2 & O ZIRMEEE S ETH o 7228, Jwilt, KREDS 7V F vk
RRT7 Y bIHA 7)) v ERMELZBLL Y A COMEICE Y, SREAIE, SRR
TEBUIE R D FIEATRE I L 72 & & A5 S v /ee — MM IE ESFT o kM H s
BERIZ1~2%THHEEZLNTWAHYDS, Bhatia ik, bl Y X~ (regimen C)
W& D ZREEA LS, BRI B RRE O B BEIE R 5 E TR LA LTRSS
EERWSPICLEY, BAEL YA Y TR ETPOMBEREINTEL T, 7V F VLA
(CPA, IFM), 7 ¥ F 5% 4 7V ¥ % (DXR) OibAs —kbk G, 8 BRI E
BEHEOFIEICHG L2b0EEZ bz, 72, TUFMLAIOREIC X 5 IHEEED
YEEAON LD o720 BRHASIE, ETP2&HARLL YA Y (EVAIA) 12X 554
KEE S BREREENLT% THHDIIH L, ETPZ &2l Y X ¥ (VAIA,
VACA) TiEFZZ\T B0 5 F ZRVEIES R RIER S 0% TH 5722 L5 5 ETP
ASZRMERES; DFERENZ 72 5 TV B W REME DRI S NT225, WEMFEN A EE IR D
Neh o729,

PLEA S, ZWRMEEIMN - &SR BEREOMEIEH 525, BRFME ESFT IS L
Ti&, ETP MM 72 LFREOEREEII S TH Y, KRETIE 2 EEEFED VDC +
IE #1545, BRI CIE SR BRI 1 VAIA #:, #8424 L2\ HR BEICIE EVAIA #i
RSN TV D,

WE 7 4 — IV F : PubMed
MR - 199541 H 1 H~ 201443 A 31 H

MR

1. Ewing sarcoma 3,616
2. 1 X chemotherapy 1,429 14
3. 2 X clinical trial 211 #F

ZOMPHART =BT B 6 kT BEINL 720

1) Grier HE, Krailo MD, Tarbell NJ, et al. Addition of ifosfamide and etoposide to standard chemo-
therapy for Ewing’s sarcoma and primitive neuroectodermal tumor of bone. N Engl J] Med 2003 ;
348 : 694-701.

2) Womer RB, West DC, Krailo M, et al. Randomized controlled trial of Interval-compressed chemo-
therapy for the treatment of localized Ewing sarcoma : A report from the Children’s Oncology
Group. J Clin Oncol 2012 ; 30 : 4148-54.

3) Paulussen M, Ahrens S, Dunst ], et al. Localised Ewing tumor of bones : Final results of the co-
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operative Ewing’s sarcoma study CESS86. J Clin Oncol 2001 ; 19 : 1818-29.

4) Paulussen M, Craft AW, Lewis I, et al. Results of EICESS-92 Study : two randomized trials of
Ewing’s sarcoma treatment-cyclophosphamide compared with ifosfamide in standard-risk pa-
tients and assessment of benefit of etoposide add to standard treatment in high-risk patientnts. J
Clin Oncol 2008 ; 26 : 4385-93.

5) Bhatia S, Krailo MD, Chen Z, et al. Therapy-related myelodysplasia and acute myeloid leukemia
after Ewing sarcoma and primitive neuroectodermal tumor of bone : A report from the Children’s
Oncology Group. Blood 2007 ; 109 : 46-51.

6) Paulussen M, Ahrens S, Lehnert M, et al. Second malignancies after ewing tumor treatment in
690 patients from a cooperative German/Austrian/Dutch study. Ann Oncol 2001 ; 12 : 1619-30.
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BREHIICXT S 2B EFEUER DEBFREERMRE
T EDBERIE

ALZBEEI R 2 MIRSA TG RN R, RS Z KT 2D e EZ 6N, i
PRI DERRAFFELZ 35\ THIRRAE TG REAR & P L ORI OV TR SR T & 72,

PREM1I—CVIRET 7= U—fEE (ESFT) OYIELFEERDOEBFIEENRETE
EHEET D,
BRI LU—F (ERE - TESTVAUANI) 1 1C

4 %) 7 ® Picci i, 1997 SFIZBREME ESFT @ 118 $1  #) |IAL 95 3 0 RS
Wit AR F IR EZ grade [ 2S5 F TIXHFL, Tke OMBEZ BRI
L72Y M5 3 4#PH T %2 3 5 grade 1 Tid 5 FEwAEFEER (DFS) 395% T
Hot2h, grade T (EIEAS50% Aii), grade I (EILAT50~90%) @ 54E DFS 1%
ZNEN34%, 68% Th ) MalFMICAEREZ RO LS L7

1998 SEICKREO AT — 2 7 5 ) v 7il&d At vy ¥ — (MSKCC) % & Wunder 5
A%, BRIBYE ESFT O3 0 SUS P Ot MLk 27 02230 &, 5 4E DFS 2% )
MR L 722, 513 14 Bl grade 1 & 54 DFS 13 0%, 16 Bl grade 0 & 5 4
DFS12375% Td» 0, 4451 ® grade T (3 H°90~99 %) & grade V (3 3E 2%
100%) P 54 DFS i3 84% & HRICHIFTH 5 L#Hih L7z,

Paulussen 5 1%, 2001 EICBERM TD 301 &2 xF R & L 72 KB L BRI (CESS
86) T CHILKR AR RS BAFHED 10 4E DES 2564% Td - 72D L, KR H ROBA
BEICBVWTIE3BY LEBALN E#E L, Mk FHEMEIXTRICERICHET
LR W EE X 5NV BRER VO KREVNENRAZ V=T (COG) D RBULE
IRIEFE TR AR AR E & Tk L OBEITHRE ShTuw vy,

Dunst HERKIMN L — 4 > ZWIELFEIZE (EICESS) 2BV T, JL#ibIER% 1) 72
J& P ESFT OMBFA WAL & IR FIE OB IO W TR BTG L72Yo Sh R
LD BROEI B TIRIRFEI R + AR SOS B REO RT3 1L 1% Tdh o 72Dk
L, LHYBRTH > THOMHMBARBARIEICB W TIIRITHERS12% L 752 L
ZHELT0D, T2, MO IZAFEIER + AR A FUSA BB LT, W RIGHIG
HEEINZ 7RETIRDITHFERIZ 6% LIRT T 5 2 & 2R Lz, ML oMk 1
ZBRNEDRFTHFEOHEII BT HELFZF 2 R LTSI EIRR I NS,

B — </ BB A — L n



3401 —A L JAET 73 —[EE

Hawkins 5% ESFT (2817 % FDG-PET/CT I & % E# oMt FHl = 47V, SUV
(standardized uptake value) 2 25 2.5 Kili DFERTld 4 E MBI LR (PFS) 5572%
TholzDIZxL, 25 L EOFEFTIE27% EABICARTH L I LA ME LAY, £
7z, MUBREMIZAREE L 12 68% CTHIBI L7z L2 L., PET/CT IC X % iR ah A H & 2,
HAREEN BRI EICRBTE L300 E, 48, i EHIZEICB W ORGE S
NI % 6%,

WO S R HNER TH Y, BIANAL T ZA0Mb o> T HWRENES 5 72
B, TETFYALANVEECIE BV, WL FEOMMRF MR L L 2N Eho%E
BHC BT LB EORSEEZ KL TBY, TFHREDHETII0LEZ LN,

BRI - SBICLEIXRER
WM#7 4 =)V F : PubMed
MR 199541 H 1 H~201443 H31 H

[
Ok 1, 5ICELT
1. Ewing sarcoma 3,616 1
2. 1 X prognostic factor 89 1
@ik 2, 41CELT
1. Ewing sarcoma 3,616
2. 1 x histological response 39 i
@3CHk 3 I LT
1. Ewing sarcoma 3,616 14
2. 1 X localized 209 14
3. 2 X clinical trial 30 4

CNHDPLART —<IZHEDH B 5 TR Z EIRL 720

i

1) Picci P, Bohling T, Bacci G, et al. Chemotherapy-induced tumor necrosis as a prognostic factoer
in localized Ewing’s sarcoma of the extremities. J Clin oncol 1997 ; 15 : 1553-9.

2) Wunder JS, Paulian G, Huvos AG, et al. The histological response to chemotherapy as a predictor
of the oncological outcome of operative treatment of Ewing sarcoma. J Bone Joint Surge Am
1998 ; 80 : 1020-33.

3) Paulussen M, Ahrens S, Dunst J, et al. Localized Ewing tumor of bone : final results of the coop-
erative Ewing’s Sarcoma Study CESS 86. ] Clin Oncol 2001 ; 19 : 1818-29.

4) Dunst J, Schuck A. Role of Radiotherapy in Ewing tumors. Pediatr Blood Cancer 2004 ; 42 : 465-70.
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2—A Y7 WE7 73— (ESFT) IR ZEMEEE T (EWS/FLI1 72
X EWS/ERG) 723t SUTLLK, 35 Wik o> AN IfiL R 8 100L v V2 TR el A S 1 7
FREFIMLEND Z LG SN TV 5, ZRREOS KM A IR S 5
NGRS OATE & FROBIMRICE LT, M S NEE D%, »o% iR
BRITBITETH B 720, PRIZH R LB OV TR IIRF SN Ty R,

BUSTE ESFT OB Wik, & %\ 3G #0858 O fUINRAE 2 AR L o 96 BR 1 55
ML A4 i FEIE I BAAR S B 2 sk L 72

HESR

FREGICHITZEHMTCORMSELFORENEFBREICHETHDESNE, BHSHTEL.
WRI— K (MRE - TESVAUNRI) 1 20

Delattre 5V (2 & ) ESFT (245 R 2@l & =T (EWS/FLII %7213 EWS/ERG)
M SN TSR, BB, KM ChooRlGEETFPRIBESNS Z &
2 K, FNSDEFIOTFHICE LT, BRI X 28MERENR TV 5,

Fagnou 5% 1, 67 Bl ESFT ¥ (BRBH 44 6, =823 6)) 2B WT, B
FRICEREE 2R oS &R T (EWS/FLIL %7213 EWS/ERG) OfFEx
RT-PCREZHWTHAEL, THREOBBICHL THRE Lz, Gt omEs (R
Bl 8 l, Al 6 1) DFAREMER L D EELFE (0S) 1 TABITED - 7228, KA
HOA ML OS ICIZEE L d o7,

Schleiermacher 5% 1%, %7 ESFT B& 172 A (BRFH1 125 6, k61 47
B) OFWIEOFHE TR P ORI EGHIZT (EWS/FLII £7213 EWS/ERG) %
RT-PCR #ETHZE L7z HHIMRA TG BRI 35R ) 39 Bl 18 6 (46%), S
Bl 92 I 18 B (19%) ki &, EHBHICTHBEICEHETH > 720 FHhORA®E
25 D REYEp] & BB % R A fr (DFS) THRIRT 5 &, HRICHMEBSFHEAR
Tholzhs, KWIMHPOBMERETE, BEp) & BIES & OETIZ DFS ICFEAIX
Bdrolze TOWT, BHIEOMAEETOFEITFTRICEBL TV ERESATY
BN, Tkl OBEEIIBGEHH RS RZABOENI LS50 TH L WSS 5.

Avigad 59 1%, MBPEESFT26 T, H#l, KMo EWS/FLII O, 5%
R T DT L7409 20 L) DERELT0b, Sk, 14 BIICE B 2 347,
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9B 66 (43%) 12 RT-PCR T EWS/FLII S E N Tw 5%, DFESIZIZMER L
LholebiiELTwb, —F, B TRIC, SR E 7203, Kb o & &5
Mt ns 2 &id, BROGHRKRFIIRD 92 EHELTwE, ORI, HRET
BiEEEgEh o RT-PCR TORGEIZ T E2 FHARKNFICHTTw 5,

PDibEo k51, BWREC AR <5 Bt o ESFT IR 2Bl &8 (5 7% RT-PCR
B L D35 2 & THL D& 2 2N IEEMILOAFAESD, THRICBRT % 22125
LCE#EmOH DL A TH Do i dlBADP R TN BIHRNLHETH Y, B
SNTFEFED D7z, FRICHZ BTV TEIME SR O Tw v,

W7 4 — )V F : PubMed
MR 0199041 H1 H~20144:3 H 31 H
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1. Ewing sarcoma 5850 -
2. 1 X bone marrow metastasis 60 1
3. 2 X RT-PCR 17 1
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BEREFHD ESFT (&, ZEFYIBREDHERTE NI BREERE BHEoDEEE

TE, YRZTSCEDEBRBEIND, CEL, EmFRICDOVTIE, EIFRIIEETHMEIES

BEDOHNRDATDFEF CTRARRTH D, MEHREWERDOHCENDE, YIkRiTZITof

ADFERIFEEZISNDD, BEICIES VY LMEELERFHERICKDIREINUNETH D,
BRI —F (ERE - TESVAUANI) 1 2C

Bacci 513 77 Bl O BRJE #15 #i ESFT IZHEFAEHREZ T, RATEHR & L TRERoH
560, BAHRRIGHED & 60 1, Tl & itk B & 12 BCAT - 720 19 BIICRPTE38, 24
BN EIRIER 2 3%, S EMFEELFZE (DFS) 1345% T, BBABEED LD LT
TFHRARTH o2 E BTV BY,

Rodl 513 35 Bl oF 54 ESFT (25t LT & U #iam (inid 2 widikifg) %
MiAT L7zl 2 et L, BRRBICTo 5 FERBAFFRIL49% TH o728 LT D, [T
HEITBBUEB O 5 2BNFEA L MELTEY, BRAIICBVWTLIETH
MIRILFEYI R EE L Z 2 55,

Donati &%, 56 B0 FEHREE O 7 Wi 5% ESFT OEFEEICOWTHE L, B
BRI T (BB SEHR B 2 &) T 174%, BEHREHRDO AT 333%
THY, 54 DFSIEFAMH KB BUS S GRS % &) THBICRETT739%, K
BHRE DO A TIZ303% ThH o728 LTWBY, [EEMAR, FIEHAIE DFS ICH &%
WEN L7z LTW505, EEARRO/N S 2B CIETFAMAY, BEAMROKRE i
BICIEHSRER O ASRITN LI DH 0, BEICIE, Tl & igHERo &5 5 3
5 v & MELEBGREBRIC X 2 RADPLETH D L LTV D, T 72 G O R4
ZOWTIE, AT IES O X Y, RITORBEL RO L 2 eplifFcE s e
LCWaB%, T4 BRENE SN0 o 7258 OB RS O H T & 2w
Btk B L RT w5,

BRONIZZLOBMEATH 525, WIFhoMEITBWTYH, F#ESH O ESFT OiEH#
Db EE D OIILFERE L LTW B2, RGO W TR R YIBRGEA TR T
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E250THIUE, FMHPEFTLVE LTS, BRELRYBRBIFERTE WIS, i
i DB SRR DP T III TR RIS R 560D o FBIERD A X 2165
&, FIARZEFIN L TOAZEINTO LI WEEZEZ b b,

BRI - BEICLITRER
W7 1 —)V F : PubMed
MR - 200141 H1 H~ 201443 A 31 H
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“Ewing sarcoma” AND “pelvic” 197
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AR DT A Lz

¥ DS HBETIE, MR ICKIDEFROE LEHREESND,
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Paulussen 51, 1990~1995 4 F TOWM L — 1 » ZFWIEIL IS (EICESS) 128
FREINTME 72 ITWPECEER 2RO 72171 AL, 14% T iX 15Gy, 14D ki
18 Gy @ &= Jili IR o i 47 ) & JE W4T Bl & D F % O [k % 17 > 72V 5 4E MEHG A 77 3
(DFS) (34 fili B 4780 > 40% 12t L, FERATHIE 19% & NS 2175 72 25 A
HIZEd o7 (P<0.05),

EMBEOEHEL LTELZONRTWE DI, MitgiEIKTRMi%k, MWK ERES X
OB REND B TH 5, Bolling 51, 1990~1999 4E F TIZ EICESS-92 IZ &S
7 Mits A % B 72 99 BB L CHRITBINIRGT 217> 727, Zoff%eTid, Mo d
BAEBIE, ALFRETHREAT T Y b — L SR T T WM OIS (14 A i
14 Gy, 14z 18Gy) &HEIEL TV oo BEHIED 12~21Gy Th - 72 Z Off%E
T, MBI L CitiEMmAELIT> Twdo, MALAT - 72 28 B 12 41
(43%) DHBEFIZ, FRCMIEERE RO R - 72205 RO D 1661 (57%) TS 5
OMtERER R 2380, 9B 2PNIEMETH o 72, MBERERE O HIARIIMEHREICL S
IR D LD o7z, TOWETD S5EEELLE (0S) 1%, NS BI 0 5 A3IE R B
X0 EIF (61% vs. 49%, P=0.036) TH -7z

TAE O BGHRRER O LY, MRS BT b SREA IR #G#  (intersity
modulated radiation therapy : IMRT) 2 X & .0EfE OEKESHE I TwbY,

PLbE Xy, Witsfs 2 05 L7 B8 T, ALFHREOBERIR 22D 6 S, il
ZFER L2 IRE RS 5, SR E21T9 561%, 12~14 Gy 23ISR
wmELTRESNS, LaL, HMSHRIGEEIC X 2 MiEkREOMBEIE0% % B2 %
WELHY, THEETILEND S,
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“Ewing sarcoma” AND “pulmonary metastasis’ AND “radiotherapy” 34
CORMPORT —<ICBHT 5 3 kA EIR L 720
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BURERAZ BV TR BN L TEWARIESIIRE T & 2L FEIAATE L 2 vo FIOR
DEFRIIZEICBWT, ¥ 7Y AF ¥ (VCR)+ FFYILEL Y (DXR) + ¥ 27 0k A
77 3F (CPA) 12X % VDCHiELEARAAT7 7 I F (IFM) + = bRY F (ETP) 2
L2 [EHEOREHREE HLLEVCR+727F /<4 (ACD) +IFM+DXR (2
X % VAIA #RE AR, BUSHIGH & LA G b R AIERZ 1T & —RFWIC
i, b L IIMAERICEL D, 2EAFFE (0S) X 20%HIHEARTHL Y, il
MR RAEOE I K AL ARED TN TV D25, HEREEIUE L2 W)L rR Y
FURAERELN TR, EEAICHT 5 HREMAMILZ (autologus stem cell
transplantation : ASCT) #BtH L7 KEALFEZEOGRIEIZ DO W THRET L7,

BB U CHRMIFRERARIFREL U T,
BRI —F (#EREE - TESVAUNX) 1 2B

KETIE 2004 4E1C Miser B2 AT 5 1—4 Y JAET 7 3 ) —JE# (ESFT)
SE 1120 A 2% L VCR+ACD+DXR+CPA ##: & IE L DR &k &, VCR+
ACD +DXR + CPA Hipl: oW T8N 5 >~ ¥ 2Lk Bk # 77>, IFM+ETP % i
ZCTHHREBIERILE L o2 MG L2 2720, ZoOM%ETIdEmE GhRkM
L, ZRMA) ZOWTOEIFIALN L7 TOHK, HHIE, B ESFT60
BIZH L, BEHER 7 VACD +1E S 058 23K & B i LI 2 17 o 7228, 6 4R
WAL (DFS) 1% 28% THRIEHNEOUGEIRRO Lh o7z F72, T%ITTHABIEIE %
B, 9%IZZIRBARIIEL, ERZRGEOWEIZ X 2HFEOMILIE, FEHFEL
BRI T o 2 L W L Tw b,

AQ—4 ) v raehAt sy ¥ — (MSKCC) @ Kushner 5% 1&, 36 1o ESFT
WCHEZEILL72L T A Y Th 5 P6 EiM# CDV (CPA 42 g/m? DXR 75 mg/m?
VCR 2mg/m?) & IE (IFM 18 g/m? ETP 100 mg/m?) % 4T7-o 720 JEFEEHMIIHT 5
EWPUSTEIL BIFCH o 722, EHERHICIEFHROUE IR LN 572,

BRI — 4 > 7 WIE L FAFZE (EICESS) @ EICESS-92° I2BWTh, mYU A7 #%E
VAIA #E L ETP 2 il 2 72 EVAIA # IR D 500, BB W TR L& 2
%, wEBHTIX EVAIA SR O AR T E Ao 72,

Euro-Ewing 99 R39 12X W #IRRFICE REB 2 AT AR T2 6 23— XD VCR+
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IFM+DXR+ETP ##: (VIDE), 12— Z2® VCR+ACD+IFM (VAID), JbRhoE:+
R FRIBIC X B T, KEA LR 5 % 2 £EM ORI S iz, 3
EDFSIE27% T, ZERMIICED ) ZAZHTAHESP ISRz, VAZHTLL
T, SEWA 14 UL, IEEAREAT 200 mL BLE, 2 0l LB, BEiEgIcima <
M DD BT SN TNENEA Y ML R a7 28T 5E, 237 3T
DIEBI DA X2 FAFER (EFS) 1&50%, A 27 3LLE5 K OREH o EFS &
25%, AZ37 5L EDREFD EFS1310% Thorze TDX ) RTHEICL Y IEFICTFH
REBRBNA A7 BHEZRWICHS 2L, IBOEREZ BERBLE L TRATHL S
ELEBEGEEIN SR LOICEETHLEEZ LN S,

DLEX b, BN T 2 6% b0 SN TB 5T, HekOBKZET
1, ALEEEEIRIL L Th, REENIN T 2N LFRE L EZ RO TN En b,
B CIIBBYEICH W ST B B LA 2 179 2 L D%\,

HERHIICHULT, (EZREACRINEDNRL, BiERCREBEROEGE, BREMMRBHERH
RAAEBEPREZTOCLIFBENTH S,
BRI — K (HREE - TESTVAUN) 1 2C

MR O R R L= L, BIIECHO AR L CdEROH L ETHTH
o WKD B Be oMM R EALFREICHT 2 MEPIN TV E05, T
NH BB O%ITHIIANT I & 2 WED L v,

1990 fEACIZAT b 72 B T B IR ST (total body irradiation : TBI) #BfH L7- k&
L HEORALTIL, Meyers 57 25, Fi HBLMMGEIC X % 23 AOZ Wi, &, &
CEBOH B EFICKEDO AV T 77 ¥ (MEL), ETP, TBI (12Gy) Z##fH L7k
WEAT o 72H, 2FMFAEFAE (DFS) 1320% LR EBDOONLeh ol T
Burdach 5% %, meta EICESS 128\ T 36 Z OH#EFTHIZH L tandem (2 [A] F 72134
# ) MEL/ETP (tandem ME) & hyper MEL/ETP/TBI (hyper ME) ® HZK A
& RSN & 47 W IR L 720 AR A X > MAAEE (EFS) &, tandem ME,
hyper ME T, TN ZN29% & 22% CHE L 2= %207, tandem ME ASCT O f
MM CTE B ofe FRTBIBAL VA Y BWTIE, HHRICL2HEESS
o7,

—7Ji, 2000 AN S NERITE T, REACFREERITHON, FHEARE
REBH 5 ETHAFHEISED R C, CR FFICRAE L 720, B O UG
ROV MG b ASND, Oberlin 59 1%, 75 HIOEHAE B LA HEFLE
KT ANT 7> (BU) I MEL 2 0fH L7z ASCT OiifiZ #i L7z 54 DFS &
47% T, Wi RfEke 44 B1L 52%, 5 DOAIRE 22 Blix 36% TH - 7278, B HElEk 23
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D) HEFILIBIDATH o720 FRETZLERMBNT L L, FiEnd’ 15 L,
ZWREORE, FHEESTHREARKNTThHo o7z 2O L0, Mok, T2k, &
DHOERTHIUL, KEEFEFREIANEEZOLND LHE LTV,

KEALFIRE I 2 R EHI DB SN TS A, BU, MEL % H\ 72 ALE AT R
A 10 21T b, Tandem ASCT OIS ICBI L CTl, RIFTABATT & R WIEBNICRY
Wasd B v ) B 23 5,

v A 5 A B R Al D 15 T, Tiel 5 A%, KM G #BH 7V —7 (EBMT) &
meta EICESS (2% 4% S 7z RAHI I Al 87 B % £ 5 BLAYICIANT L T\ %0 BHHRATAL
D REALZFFR =T L T 50 #10 RIC (reduced-intensity conditioning) #f & 37 Ko
HIC (high-intensity conditioning) #IZ/F CFHZ LM L Twb, HICH LY
RIC # D) 5 A BEAESE A L7223, BAERFEIEIEASHIN L RIC #F T D IGH kT
DOWEIZED ST, B E T, BRIICEIEDDH 5 GVETE (graft-versus Ewing
tumor effect) XBIEE SN h o7 LFEL T2,

DL Eofi R 54 ToORBHIC B R E MM Kb Rk iR T & 57207
D15 BRD RV, BN TH 5205, BRRICEBED GOEaBEMolcts 2
ASCT OERMEDOHE XD %o

g - BFEIC L RER
WE7 4 — IV F : PubMed
MM 1995 451 H1 H~20144 3 H 1 H

MR

1. Ewing sarcoma 3,616
2. 1 X chemotherapy 1,429 14
3. 2 X metastatic 442
4. 3 x high dose 771
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M- Y ZUE7 7 3V =M% (ESFT) Ok FHRIIIEFICARTDHY 5
ELALER (0S) 1X13~17%HETH 5, Rodriguez-Glindo &1, 2tk 2 £ LN
DOFEFEHIDS5IEOSIES5% ERRTH S, 2HEDZEOEREFITIE54E 0S 13 349% &
WM RIFCTH o 72 L #ii L7z, Bacei?, Stahl?, Barker® & B #HiE % LT
BOFHREICTOMMPRDEELTFHRRTLEEZONS, 72, FFrd L IZEBEOM
HEUFREL D IR+ BROEREEEE L CHET 2P TFRARTH %Y,

B¥ ESFT [COX9 B3N BUMEERGEERIFHEIL U TLIEL,
WERI—F (ERE - TESFVAUNI) 1 2C

FEBNIH LT, EEEFREEHL L TR wvDs, — ey 2 ) 25
(VCR), F¥vnreyr (DXR), ¥7uksZx773IF (CPA), T/F /=4
(ACD), £ 4xA2773IF (IFM), = bR F (ETP) % &% MAAbEL VACD+
IE #i%% VCR, ACD, IFM, DXR Z#l A& b7z VAIA #ii:i e & O FLis [l L5k
WU RIERE 2 LA G DR TITDIE 2 &% v, L2 L, DXRIE, #%
RHZ T3 AL D T M7 B SE BN L Tl Ot 2 85 5 L ST
HbDHIENE V. FHIERIIIELG OB D W o T b7z, bl X
ICTFRIIIFEFIIARTH S,

LY T Y ALNVIIRC DS, ARIVEAIRET & 2 W B AL FHE TV DR
FEN TS, KE® Van Winkle 5 O#EHIC L g, IFM+ETP ICHE&#AITH 2
HIWAKRTZF > (CBDCA) %Nz 7z ICE #REDOZER)=IE 48%, 24 0S1L33%TH -
729, 2ok, 4V /575 (CPT-11) &FEV 03 F (TMZ) OBkR#E,
CPA & FRTH v OB HHEY (TCHEE), YAv sy (GEM) &L Pty FLLo
PRI 7 EORRMED G ST,

KE D Barker 5%, #GBAYIC 55 FIO P ESFT 2 Mt LS LT3, FHHK
OALERBEIT Y b SHA 2 ) U EETRVIEEED LIXICE L, TCHEERE
PERIHEHIN TV, BRHBIFEEEEZ T 2EBED ) B 9% 022 %mHE (CR)
LR (PR) 21, LB blUS L2 BED 54E 0S 13 46% T, KIB L&D -
THBEFEDSEOS D 0% L HRTHEICEETH o 720 (LRSS A b N7 BH
21T A0 9%, 13 AX & MM K2 b8 2 200 720 ALEHE IR L7228
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MR RO K bR L A 2T 2 h 572 14 ADOSE0S X 21% TH - 72 DITH
L, sEmAR R K BALFmE 22 2B EDSEO0SIZ7T7% THEIC (P=
0018) RAfThotzo 72721, ZOMRIEIHRGBM AN T, EHEHID %L, @
BINA TAPFAET HEEZEZ BN D,

G MR RO KB L 2RI LT, DTS S h RGP HRTE v E v
I MEDL Do 72h%, Rasper HAS2014 4RI — 4 » ZFAREILFERFZE (CESS) D%EH]
239 NZ&BHHEIINT L, AR Z S L w219, & M R R i bk oK s b5 ik
R TF T30 2 MA N MEFFR (EFS) 1345% Th ool L, 2%
WHE 161 AD 24 EFS 13 10% T o 720 FHICHIMIFE L 2 BE 2B W Tidd i
FDE K AL ERE D 2 4E EFS A335% TdH - 7= DK L, & MR Al F K =1L
EWE A ZII RV 2FE EFS50% THh o 720 B0 FEFICIEmBE B I A B S
%<, AEMAREMEOEH KRS b AREE R BRI VAR TH o 72, £72, (L%
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