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Abstract

Ewing's sarcoma is a relatively common malignant bone tumor that typically occurs in long bone diaphyses of adolescents and young
adults of 10-30 years old. Often times, all Ewing's sarcoma of bone have radiographic abnormalities. Diagnosis is usually delayed and
can be misdiagnosed as osteomyelitis. Bone to bone metastasis occurs, but soft tissue retro bulbar metastasis is rare. This article
presents a 32-year-old man with Ewing's sarcoma of proximal tibial epiphysis, without any radiographic finding, that was treated as

osteomyelitis and progressed as a retro bulbar mass.
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Introduction

Ewing's sarcoma is the fourth most common
primary malignancy of the bone!. The incidence is
about 9-11% of primary malignancy of the bone [1-
2] and approximately 90% of cases present
themselves before the age of 20 [3]. Diaphyses of
the long bones (femur, tibia, and humorous), the
ribs, and the flat bones, such as the scapula and the
pelvis, are the preferred sites [4-5]. Involvement of
proximal metaphyses of tibia is rare with an
incidence frequency of about 4-11% [6-7].

Although metaphyses of the long bones may
occasionally be affected [8], the epiphyseal
involvement is rare (2%)[9]. The average delay
from onset of symptoms to the diagnosis is about
eight months [1].

Clinically, Ewing's sarcoma may present itself as
a localized, painful mass or with systemic
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symptoms such as fever, malaise, weight loss,
leukocytosis and increased erythrocyte
sedimentation rate (SER)[10], and may be
mistaken with osteomyelitis [11]. When the lesion
is associated with systemic features, the prognosis
is even worse than average [12].

Lytic destruction is the most common finding,
but there may be regions of density due to
stimulation of new bone formation. As the tumor
bursts through the cortex, which may show only
minimal radiographic changes, it often elevates the
periosteum gradually. This elevation produces the
characteristic multiple layers of subperiosteal
reactive new bone, which produces the onionskin
appearance. In Ewing’s tumors, radiating spicules
from the cortex of an affected bone are common. A
few tumors are almost completely in a juxta
osseous position and show little cortical
destruction [12].
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Cases

A 32-year-old man presented with a painful
swelling in his left upper tibial metaphysis that was
lasting for 3 months. It started with a low energy
trauma which was gradually accompanied with
constitutional symptoms such as loss of appetite,
weight loss, and fever (39.5 °C). Initially, he was
diagnosed with osteomyelitis and treated with
antibiotics. Finally, he did not respond to antibiotic
regimen, ESR did not decrease, and then a painful
left eye proptosis and diplopia appeared. Following
this, he referred to our hospital. Labatory findings
on the first day of admission were as follows:

Blood parameters: ESR=122, ALP=normal,
CRP=3+, WBC=8000, HCT=38.5, LDH=830 (up to
500 is normal), Blood culture: negative

Except for a very brief rarefaction in proximal
metaphysis, the radiography was near normal, and
there was no periosteal reaction (Figure 1). In
whole body bone scan (tc 99), increased uptake
was seen in the upper tibia, left lower rib, and
lumbar vertebrae. CT scan of the chest was normal.
High signal intensity was seen in MRI (T2) in tibial
metaphysis, epiphysis and adjacent soft tissue
(Figure 2). Skull CT scan has shown an orbital soft
tissue mass (Figure 3).

Open incisional biopsy of upper tibial
metaphysis was performed and the
histopathological diagnosis was Ewing's sarcoma
as confirmed by IHC (immunohistochemistry).
After some course of chemotherapy and
radiotherapy, diplopia was improved.

Figure 1: Simple radioéraphy of knee
with no finding of Ewing's sarcoma
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Figure 2: MRI of proximal end of tibia

Figure 3: Retrobulbar mass in skull CT scan
(Hyperdense soft tissue mass is seen in the
right orbit.)

Discussion

Ewing's sarcoma is an extremely malignant
tumor that tends, also, to break through the cortex
of bone into the adjacent tissues. Spread of this
tumor into the orbits is most likely through blood
vessels although metastases of this neoplasm to
orbits are extremely rare [13]. The related
literature rarely reports any significant cases of
orbital metastasis of Ewing’s sarcoma to our
knowledge. Khurana et al. (1992) reported that an
Ewing’s sarcoma originated from right iliac crest
and metastased to orbit bilaterally [13].
Extraosseous Ewing's tumor is a rare entity that
primarily originates from soft tissue in orbit. For
example, Pang et al (2007)[14] and Alio et al
(2013)[15] reported cases of Ewing's sarcoma
originating from extraosseous tissue of orbits
where full-body scans and systemic evaluation of
these patients showed no metastasis [14, 15]. Nair
et al. (2011) reported an Ewing’s sarcoma in the
orbit with intracranial and extradural extension
[16]. Kaler and Sheriff (2013) also reported a
primary Ewing’s sarcoma with orbit and paranasal
sinuses origin [17].

Ewing’s sarcoma of a limb with orbital soft
tissue metastasis is very rare. This rare case was
misdiagnosed, leading to delayed treatment, which
is detrimental to the outcome of the disease.
Clinicoradiologically, Ewing’s sarcomas can be
misinterpreted as osteomyelitis, giant cell lesions,
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lymphomas, and osteosarcomas [1]. Their
differentiation often requires extensive evaluation
using different imaging modalities. The classical
radiological presentation of Ewing’s sarcoma is a
destructive lesion in the diaphysis of long bones
with an onionskin periosteal reaction and a large
soft tissue mass [1]. Sometimes, the only apparent
change in a radiograph is the presence of erosion
without any periosteal reaction. The absence of a
periosteal reaction and the lack of cortical
thickening have also been noted in this case. In
Ewing’s sarcoma, the metastatic pattern may be the
pulmonary involvement, bone marrow spreading,
or combined metastasis [12].

Lymphoma must also be included in the
differential diagnosis although this lesion usually
occurs in older age groups. The important
radiologic difference is usually the absence of a soft
tissue mass in lymphoma, whereas in Ewing's
sarcoma, a soft tissue mass is almost invariably
present, often being disproportionally large
compared with the amount of bone destruction [1].

When confronted with the problem of Ewing’s
tumor in a patient who is beyond the third decade
of life, one must be especially careful to exclude
metastatic carcinoma [4].

Conclusions

The case report shows that the classical clinical
and radiological presentation of Ewing’s sarcoma
of bone may not be a rule, and one should be highly
suspicious of the disease even if there is no direct
pointer to the disease as was encountered in our
case. Orthopaedicians, rheumatologists, and
radiologists should be alert to this rare atypical
occurrence.

The reported case had been misdiagnosed and
treated as osteomyelitis.

This case is reported here for the rarity of its
presentation and metastasis to soft tissue in orbit.
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