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CASE REPORT

Primary cutaneous Ewing sarcoma - Case report*
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Abstract: Ewing sarcoma is a primitive neuroectodermal tumor rarely occurs in the skin and sobcutaneous tissues.
Generally Ewing's sarcoma is a primary bone tumor, but when present in soft tissues it characterizes an extreme-
ly uncommon clinical picture. It usually involves the deep subcutaneous tissue or muscles, and more rarely occurs
like a primary skin cancer. Most patients are white, women, and in the second decade of life. The clinical features
are a superficial mass, in average measuring 2-3 cm, of soft consistency, freely mobile and sometimes painful. The
more affected locations are upper and lower extremities, trunk, head, neck or multiple lesions. The presence of
metastases is very rare.
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INTRODUCTION
The extraosseous Ewing sarcoma is a neuroec-

todermal tumor of clear cells and very rare, with few
cases reported in the literature.1,2

It is a primarily osseous tumoral lesion, and
when present in soft tissues, it characterizes an extre-
mely uncommon clinical picture. It usually involves
the deep subcutaneous tissue or muscles, and more
rarely occurs as primary skin cancer.1,2,3

Up to 2001, there were only 78 cases described
in the literature; the majority of patients are white,
women (2:1) and in the second decade of life (average
age of 16/17 years).1,3-5

The clinical picture is usually composed of a
superficial tumoral mass of 2-3cm, of soft consistency,
mobile, sometimes painful. The tumor is located in the
middle dermis, deep dermis or superficial subcuta-
neous tissue and may involve the dermal papilla, with
pedunculated tumoral presentation. The average evo-
lution time to complement the diagnosis is 5 months.
The more frequently affected locations are the upper
and lower extremities, trunk, head and neck or even
multiple lesions.1,3,5-7

The presence of metastases is very rare, with
only three cases described in the literature (one with
local positive lymph nodes and two with metastatic
disease, one in the stomach and the other with no
location described), and two died. In the reviewed

reports, the majority of the patients did not present
evidence of metastatic disease during minimum 16-
year follow-up.7

The diagnosis is done with aspiration cytology,
immunohistochemistry, cytogenetics and molecular
genetics of translocations.8,9 The Ewing sarcomas are
formed by cells, most of which express the CD99 and
are characterized by specific chromosomal transloca-
tion involving gene EWSR1 in chromosome 22q12,
with an erythroblastosis virus-transforming gene,
resulting in the oncogene fusion.4 Histologically,
Ewing sarcoma is formed by small cells with round
hyperchromatic nuclei and a single nucleolus. The
cytoplasm is poorly defined, scarce, of clear coloration
and with irregular vacuoles resulting from intracellu-
lar deposits of glycogen.7,9 Imaging exams are not cla-
rifying enough for diagnosis but are helpful.9,10

Differential diagnosis is done with other neo-
plasms composed of small round cells, both primary
neoplasms and cutaneous metastases. Primary neo-
plasms may be: Merkel cell carcinoma, eccrine spira-
denoma, lymphomas, clear cell sarcoma, rhabdomyo-
sarcoma, malignant rhabdoid tumor, malignant primi-
tive neuroectodermal tumor, myoepithelial carcino-
ma, angiomatoid fibrous histiocytoma, poorly diffe-
rentiated adnexal tumors and  granulocytic sarcoma.
Cutaneous metastases may derive from: osseous
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Ewing sarcoma, large cell neuroendocrine carcinoma,
small cell lung carcinoma and neuroblastoma.3,6,9,10

The treatment is initially done with surgical
resection, being associated or not with chemotherapy
and/or radiotherapy, depending on the size and loca-
tion of the tumor. Radiotherapy is used when there
are still positive margins after surgical resection.1,5,6

The cutaneous disease presents a slow course
and an apparently favorable prognosis, with a survi-
val rate of 91% in ten years, when compared to
osseous or soft tissue Ewing sarcoma, which have
worse prognosis. The less aggressive character of the
cutaneous clinical picture probably occurs due to
superficial location, smaller tumors and of easy
access, allowing the detection both through routine
clinical exam or by the own patient, early diagnosis
and complete surgical resection, avoiding the onset of
metastases.1,4,5,10

CASE REPORT
Female, 26 year-old, mixed race, with a com-

plaint of tumoral lesion in the right clavicular region
for 6 months.

At the exam, she presented tumoral lesion bul-
ging over the cutaneous tissue, without compromi-
sing it, measuring 3x4cm, soft, badly defined to palpa-
tion, painless, non-adhered (Figures 1 and 2).

We performed the diagnostic hypothesis of lipo-
ma and requested preoperative routine exams and USG.

We received exams with no alterations and ima-
ging exam suspecting it to be lipoma.

During the intraoperative period, a tissue with
bloody secretion was observed, of softened and friable
consistency, whitish coloration, not encapsulated and
non-adhered. In face of this atypical aspect for lipoma
hypothesis, we forwarded the material to pathology,
where immature neoplasia was observed, with round
cell proliferation with large cytoplasm and nuclei with
dense chromatin forming mantles, compatible with
malignant neoplasia of round cells, requiring immu-
nohistochemistry for differentiation, a technique that
revealed CD99 + strong and diffuse, desmin + in iso-
lated foci, EMA + in several foci, multiple enolase +
foci, vimentin +, Ki67 + in 10% of neoplastic cells and
S100 protein + in multiple foci, where the diagnosis of
Ewing sarcoma of soft parts was completed, with
moderate level of proliferation (Figures 3, 4 and 5).

Thus the patient was referred to the oncology
service where she is receiving chemotherapy.

FIGURE 1: Tumoral lesion in right clavicular region

FIGURE 3: Glass slide stained with HE, 400x magnification, showing dif-
fuse proliferation of cells with indistinct cytoplasm and small basophi-
lic nuclei

FIGURE 2: Tumoral lesion in right clavicular region FIGURE 4: Immunohistochemistry strongly positive for CD99
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DISCUSSION
The reported case increases the small index of des-

cribed Ewing Sarcoma of soft parts, being in accordance
with the greater incidence in women, although in a
mixed race patient (it is more common in white women)
and above the normally described age group. Lesion evo-
lution was compatible with time and size described.
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FIGURE 5: Immunohistochemistry strongly positive for Ki67

Normally, cutaneous tumors are considered of
better prognosis when compared to the soft part ones,
specially due to the possibility of early diagnosis.
However, we believe that our patient was benefited
due to the lesion location, which even being of the soft
parts kind, was superficially located, making clinical
observation easier.

Due to its rarity and morphological similarity to
other cutaneous tumors, cutaneous Ewing sarcoma is
subject to being clinically and pathologically subdiag-
nosed. Therefore, all should refer to this entity as a dif-
ferential diagnosis, even in simpler cases like lipomas,
and every lesion submitted to excision should be sent
to the pathologist, for diagnostic confirmation.

Besides having an important contraindication
against aspirative techniques, due to the possibility of
not diagnosing an aggressive disease, one cannot trust
exclusively in clinical and imaging exams, for they are
not 100% sensitive.

This report serves as proof one more time that
diagnostic confirmation by the anatomopathologist is
required in face of any nodule-tumoral lesion, even if
it clinically presents benign characteristics. q
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