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Extraskeletal Ewing’s sarcoma: a report of 18 cases and literature review
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[ Abstract] Background and Objective: Extraskeletal Ewing’s sarcoma
(EES) is a rare, rapidly growing, round-cell, malignant tumor that can
develop in the soft tissues at any location. This study was to analyze the
clinical features, diagnosis and treatment of EES. Methods: Clinical data of 18
patients with EES, treated at Sun Yat-sun University Cancer Center between
1995 and 2007, were analyzed. Reults: Of the 18 patients, 13 were male
and 8 were female, aged from 8 months to 60 years. Twelve (66.7%)
patients were between 5-25 years of age. Eight (44.4%) patients had
tumors originated from low extremities. Sixteen patients had masses at their
first visit. Sixteen patients were treated by the combined modality therapy,
and 2 patients were treated by the single modality therapy. The 1-, 3- and 5-
year actuarial survival rates were 82.4%, 64.2% and 32.1%, respectively.
The presence of metastatic disease at the time of diagnosis and the mode of
treatment were prognostic factors. Conclusions: EES is common in
adolescent. It often manifests as a localized mass. The combined modality
therapy is recommended for this disease. The presence of metastatic disease
at the time of diagnosis and the mode of treatment are prognostic factors.
Key words.: Extraosseous Ewing’s sarcoma, clinical feature, diagnosis,
treatment
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Figure 1 Magnetic resonance imaging of soft tissue mass
of paravertebral region

An ill-defined soft mass represents in paravertebral region, and

adjacent tissues are displaced and invaded.
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Figure 2 Microscopic features of extraskeletal Ewing’s sarcoma (EES)

A, a hematoxylin and eosin stained of the cell, block shows clustered groups of small round-to-oval tumor cells with scant cytoplasm (HE x400); B,

Vim immunohistochemistry is postive ( x400) ; C, CD99 immunohistochemistry is postive ( x400).
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Table 1 Immunocytochemical results of 18 patents with

MAID (ADM +IFO + DTIC) 7 Z4kJ7,
H AR, CTX ADM DDP . IFO, VP-16 5 VCR 3t

x1 18hlEEREALER

extraskeletal Ewing’s sarcoma ( EES)

Patient No. (% )

[tem Total
+ - +/~

Syn 4 (36.4) 7 (63.6) - 11
NSE 7 (46.7) 7 (46.7) 1(6.7) 15
Cga 1(83) 10(83.3) 1(8.3) 12
Vim 14 (87.5) 2 (12.5) - 16
LCA 1 (10.0) 9 (90.0) - 10
S-100 5 (33.3) 6 (40.0) 4 (26.7) 15
CK - 12 (92.3) 1(7.7) 13
HHF35 - 13(100.0) - 13
Myo 1 (10.0) 9 (90.0) - 10
CD99 14 (93.3) - 1(6.7) 15
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Figure 3 Survival curve of 18 patients with EES

The 1-, ,64.2% , and 32. 1% ,

3-, and 5-year survival rates are 82. 4%

respectively.
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Table 2 Univariate analysis of 17 patients with EES*

) 5-year overall
Patient No .
survival rate (% )

Variable

Age (years) 0.53
< 18 25.4
=18 50.0
Sex 0.36
Male 12 44.8
Female 5 0.0
Bulk disease 0.44
=8 cm 13 0
<8 cm 4 34.2
Metastasis 0.01
Yes 8 33.3
No 1 0
Unknown 8 37.5
Anemia 0.92
Yes 3 66.7
No 14 31.8
LDH 0. 06
<260 12 49.4
>260 5 0
Combined
modality treatment 0-05
Yes 15 36.4
No 2 0

* Of 18 patients, one was lost to follow-up.
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Table 3 Literature review of EES

Year of ) Age Male : ] Follow- S-year survival Local
Reference Patients No. Metastasis
publication (years) Female up rate (% ) recurrence
Kinsella Average 42-79
1983 11 6:5 0/11 - 2/11
et al.'® age: 19 months
Rud Average
1989 42 19:23 6/42 >7 years 38.5 16/35
et al.l”] age: 22
Raney Median 1-10
1997 130 70:60 16/130 - 9/107
et al.l’! age: 12 years
Ahmad Average
1999 24 13:11 5/24 64 months 61 1/24
et al.'® age: 15
Castex Median 1-9
. 2007 63 35:28 0/63 69 5/63
et al.”] age: 11 years
Xie Median 1-13
Current study 18 13:5 1/18 32.1 2/16
et al. age: 17 years
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