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Case Report

Disseminated Ewings Sarcoma With Bilateral Proptos— A Case Report

AshalLatha D', Lokesh \*, Ajay GV?, K.P.Jaganath, Anand Johrt, Shruthi K*
'Department of Radiation Oncology,Kidwai Memoriastitute of Oncology, Bangalore Karnataka Stateiand

Abstract

Ewing's tumor, primarily a bony lesion, has claajcbeen studied under the heading of small, roceltitumors.A 13year old boy presented
with complaints of painful swelling over the leftigh since 4 months, loss of vision in both eyeeeai3 months.Tumor was organized into cell

nests, separated by thin trabeculations
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INTRODUCTION

Ewing's tumor, primarily a bony lesi has
classically been studied under the heading of small

round cell tumorf"! The mean age of occurrence is betwee
first and the second decades in 80% of c!? ‘Ewing's sarcom
is a malignant tumor which very rarely involvesried cavity, of
its cranial sites, temporal location assumes laarppy anc
further intraorbital extension is even rarer. Wpamwt a young bc
who presented with complaints of intolerable pdipfoptosis o
the left eyebilateral complete blindness and left temporal &
swelling along with swelling over the left thighatient wa
treated wittpalliative radiotherapy for proptosis of the lefi
Patient later expired due to advanced dis
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positive to PAS and vimentin but negative to leykeacommol
antigen, desmin and synaptophysin(Fig 3). Bone shawe!
increased osteoblastic activity in head and sHafeleft femur
T5, L5 vertebra, skull and multiple bilateral rilé3T thorax
showed pulmonary metastasis. Bone marrow aspiratiome!
no evidence of metasis. Based on these findings, a diagnos
disseminated Ewing's sarcoma with bilateral praptesms made.

Patient received 1600cGy in 4 fractions at 4cmghdep
his left eye following which proptosis decreasedhia next
days, and the patient's condition improved symptorally. One
week later patient had dyspneoa and severe pairhg/&efi
thigh, investigation with chest x ray revealed taital pleure
effusions and bilateral multiple in homogenaysacitie
(metastasis), for vich he was given symptomatic and suppol
care .Patient expired due to advanced diseaseaftegks. Goc
palliation due to local radiotherapy was obtaineterms of pai

A 13year old boy presented with complaints of palinf relief & decreased proptosis to the left orbit.

swelling over the left thigh since 4 months, loggision in bott
eyes since 3 months, protrusion of both the eya® imahe lef
eye associated with severe pain and generalizekngsa sinc
15 days. General physical examination revealechaaciatec
bedridden and poor general condition of the pati€hiical
examination revealed a huge mass measuring 20*10ard
nor- tender, painful and restricted mobilitver the left thigh (Fi
2). On local examination of fa-bilateral proptosis of eyes w
noted. In left ey-multiple lobulated and hard bosselated r
was felt, protruding out of orbit extending latéyab temporz
region jist above the pinna of the left ear (Fig 1). Ihtigye- a
hard bosselated mass was felt. X-ray of the lefiuierevealed-
sub acute osteomyelitis involving proximal and ntéd@ of the
shaft of the left femur. USG guided biopsy of ksfigh mas
revealed a neoplasm composed of fairly uniform dcotenova
cells having few mitotic figures with relatly clear and
indistinct cytoplasm .Tumor was organized imell nests

separated by thin trabeculations .On staining etleedls were
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Figure 1: Bilateral

proptosis of eyes. In
lobulated and hard bosselated mass, protruding outf orbit.

DISCUSSION

left eyanultiple

Ewing's sarcoma, first described by James

Ewing in 1921, comprises 10% of all bony tumours|[3]
It commonly affects pediatric population with 75%
patients under 20 years of age. The peak incidis
between 5 - 13years:Males are more frequently
affected with male-to-female ratic being abot
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Figure 2 : Huge mass measuring 20*10 cm, hard, non- Figure 3 : Figure 3: Histological features of Ewings sarcoma
tender, painful and restricted mobility over the Idt thigh incIuQes round tumor cells with round vesicul'ar nudei and.
1.6:1.4[.4’5] Long bones of lower extremity and flat prominent nucleolus compactly arranged in sheets, ni

. . - frequent mitoses, scanty cytoplasm and absence afsettes.
pelvic bones are favored sites of origin, althottgh

i ise in other b d > arranged in sheets, in frequent mitoses, scanty
umor can arise in other bones {:m » On oceasion, é@/toplasm and absence of rosettes (Fig 3). Lack of
soft tissues als8 Primary Ewing's sarcoma of the

: ; . i expression of leukocyte common antigen, desmin and
calvarium is very rare, and is found in less théf 1 synaptophysin excludes possibility of lymphoma,
of the cases. rhabdomyosarcomas and neuroblastoma respectively.
hePeriodic acid Schiffand vimentin positivity further

concluded the diagnosis of Ewing's sarcoma.

Frontal and parietal convexities are t
common sites of occurrenéé:”’ Multicentricity
have been reported in one or two cases, affecting
temporal bone with significant intracranial and-ant
orbital extension (as seen in our case).

The 5-year survival rates have dramatically
improved from 15 to 60% since introduction of
combination 712rrlléjlti-drug chemotherapy and
However, significant unilateral extra—cranial,.radmtherap}w o~ Only palllatlve. care was given

in our case as the general condition was very poor

intracranial and intra-orbital extension has been dd he ad d di
reported8] and due to the advanced adisease.

Alvarez-Berdecia et al described prognostic
in primary cranial Ewing's sarcofffaGood
fognosis was associated with female sex, long
uration of symptoms, absence of systemic
) ) . . . : symptoms, peripheral localization of tumor, absence
Is rare, more often it occurs in setting of disseatid of metastases, initial LDH levels less than170 |U/L

diseasé.” Bony involvement and bony_h.ealing areIeukocyte count less than 2000/dl, tumor size less
better demonstrated on CT scans. Radioisotope boH,? '

. : ; an 8 cm and small cell histology.
scan is essential to rule out lesions elsewhere.

Headache and features of raised intracraniﬁx‘lﬂctOrs
pressure are most common presenting complaint
followed by localized scalp swelling, hemiparesis,d
diplopia and seizuréd. Primary involvement of orbit

Though radical surgery has been advocated, EONCLUSION
less aggressive approach can be considered as these
tumors are highly sensitive to chemoradiatfott”
The differential diagnosis of intracranial smalunal
cell tumors includes primitive neuroectodermalrhw
rs,rhabdomyosarcomas,metasicn
euroblastomasandlymphom&%The
characteristic histological findings of Ewing's &ana
includes round tumor cells with round vesicularleuc
and prominent nucleolus compactly
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In view of poor general condition, no active
treatment was contemplated, but palliative
radiotherapy was given for severe painful proptosis
of the left eye. Good palliation due to local
radiotherapy was obtained in terms of pain relief &
decreased proptosis of the left orbit.
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