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ABSTRACT

Sclerosing epithelioid fibrosarcoma (SEF) is a rare soft tissue sarcoma occurring in the extra osseous
sites. They account to less than 1 % of all soft tissue sarcomas. Only 89 cases of SEF have been
reported till date. ! We hereby present a rare case of SEF in a 17 year old male who presented with a
swelling in the right thigh of 2 months duration. Fine needle aspiration cytology of the swelling
revealed it to be a spindle cell tumour. He underwent wide local excision. Histopathology and
immuno histochemistry proved it to be sclerosing epithelioid fibrosarcoma. A case report and review
of literature is presented below. This is also the first case to be reported from the Indian subcontinent

to the best of our knowledge.
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INTRODUCTION

Sclerosing epithelioid fibrosarcoma
(SEF) is an uncommon fibrosarcoma of
intermediate-grade. It was first described in
1995 by Meis-Kindblom and colleagues and
has lately been recognized as a distinct
clinical entity. ! SEF is a malignancy of the
older adult. The mean age of presentation is
47 years (range 14-87 years) with an equal
sex distribution. ™1 Only 10% of patients
are younger than 20 years at time of
diagnosis. ™ It occurs primarily in the deep
musculature and frequently associated with
the adjacent fascia or periosteum. SEFs
mainly present as tumours of the lower
extremities (39%), followed by the trunk
(21%) and upper extremities (14.5%). Rare
locations like pituitary gland, intraspinal or
base of penis have also been described.
SEFs tend to have a high rate of local
recurrence and distant metastasis. (30%-

40%). P SEFs are still a surgical enigma
as there is no standard treatment regimen
available, in spite of the aggressive nature of
the disease. A case report and a review of
literature have been presented, emphasising
the aggressive management required to treat
the disease.

CASE REPORT

A 17 year old male patient presented
with a swelling in the right thigh for 2
months, which rapidly increased in size. A
hard swelling situated in the subcutaneous
plane without fixity to the underlying
structures was seen. There was no clinically
palpable  lymphadenopathy.  Magnetic
Resonance Imaging (MRI) of the right thigh
showed a mass in the right thigh measuring
6x4x4.5 cm in the subcutaneous plane with
no communication with the muscular
component of the thigh. (Fig 1)
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Fig. 1(a)

Fig. 1(b)

Fig 1) Magnetic Resonance Imaging of the right thigh showing a mass in the subcutaneous plane measuring 6cmsX4cmsX 4.5cms.

A) coronal section B) Axial section

The patient underwent a wide local excision. The margins were free of disease. Grossly the
tumour measured 6x4x4.5cm. Histopathology diagnosed it be a case of Sclerosing Epithelioid
Fibrosarcoma. This was confirmed on immunohistochemistry, which was positive for
vimentin and Bcl 2(Fig 2) and negative for pancytokeratin, epithelial membrane antigen,
Smooth muscle actin, desmin, S-100, CD 34, HMB 45, p53 and pericytoplasmic nuclear

antigen.
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Fig. 2 A & B: ImmunoHisto Chemistry Showing Sclerosing epithelioid fibrosarcoma with Positivity for a) Vimentin b) BCL-2

The Ki 67 proliferative index was < 1
percent. Computed Tomography of the
Chest and abdomen, and bone scan revealed
no evidence for metastasis. The patient
received chemotherapy and radiotherapy.
The patient is disease free and
asymptomatic after 2 years of follow up.

DISCUSSION

Sclerosing epithelioid fibro sarcoma
(SEFs) is a rare neoplasm of intermediate
grade which belongs to the family of
fibrosing fibro sarcomas. The other tumours
included in this group are low-grade fibro-
myxoid sarcoma (FMS) and hyalinising
spindle cell tumor with giant rosettes. ™%
This was first described by Meis-Kindblom

et al in 1995. Since then 89 cases have been
reported till date. However, the lack of
timely diagnosis and standard treatment
guidelines has been associated with an
increased risk of local recurrence and
metastasis from this disease.

Clinically it is a disease of the adults
with a mean age of presentation of 47 years,
with an equal sex incidence. Less than 10 %
of the tumours occur in individuals less than
20 years as seen in our patient. The most
common site for the tumour is in the lower
extremities followed by trunk and upper
extremities.

SEF shares some pathologic features
with two other fibrosing fibrosarcomas,
low-grade  fibro-myxoid sarcoma and
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hyalinisin? spindle cell tumor with giant
rosettes. ! Criteria for diagnosing this
uncommon tumour include: small to
medium cell size, clear or pale cytoplasm,
cellular arrangement in cords and strands,
dense  collagenous stroma;  vimentin
staining; rough endoplasmic reticulum and a
Golgi  apparatus E)roducing, collagen
secretion granules. ' Histologically, SEF
predominantly consists of epithelioid cells
arranged in strands, nests, and/or sheets, and
set in a fibrotic and extensively hyalinised
stroma. **2 As these tumours are related to
each other, immunohistochemistry is helpful
in differentiating them from one another.

The consistent
immunohistochemical finding is a strong
and diffuse reactivity for vimentin, and
negative for other markers like pan
cytokeratin, smooth muscle actin, and
desmin. B4 However a subset of cases stain
for Epithelial Membrane Antigen (EMA)
[248] 3 finding that may be related to the
tumour’s epithelioid phenotype. Some rare
cases also express Neuron Specific Enolase
(NSE) 3 or 5-100 protein. 4!

Ki-67 is a nuclear antigen which is
expressed only when mitosis occurs. There
is a correlation between high Ki-67 labelling
index, (especially, more than 20%) and poor
clinical diagnosis in soft tissue sarcoma. [**
In a recent case study it was seen that SEFs
with metastases presented with a much
higher proliferative activity indicated by
60%.In contrast, the Ki 67 score in primary
tumours was 6-7% as seen in our case. (Ki
67 score<1%)

On a genetic level, Sclerosing
epithelioid fibrosarcoma is characterized by
rearrangement  of  10pll. [15.17]
Ultrastructurally, cells of SEF resemble
fibroblasts due to abundant rough
endoplasmic reticulum.

Follow-up data indicate that SEF is
an aggressive tumor with mortality rates
ranging between 25% and 57%. ©* The
high mortality rate observed in patients with
SEF may also be due to the lack of
experience of most of the physicians in how
to treat patients with SEF potentially leading

to inadequate therapy and unfavourable
outcome. ™ This when coupled with the
lack of timely diagnosis can lead to
presentation of the disease in advanced
stages leading to increased mortality. In a
case presented by C Ossendorf et al ! it
was seen that the time taken for the
diagnosis of the disease was 33months. In
our case the time taken to make the
diagnosis was 21 days.

Once diagnosed every effort for an
aggressive management of this disease has
to be carried out as this disease is known to
recur and metastasize years after surgery.
Meis-Kindblom reported that the median
interval to the first local recurrence was 4.8
years (2.3 to 11 years) and the median
interval to metastases was 7.7 years (4.7 to
14 years). ™! The tumour can metastasize to
the lungs, skeleton, chest wall/pleura,
pericardium, and brain. ™ The most
frequent site of distant tumour manifestation
was the lung, followed by osseous lesions to
multiple bones and to the pleura/chest wall.
2] In addition, SEF shares the potential for
lymph node metastasis with other
epithelioid malignant soft tissue tumours
such as epithelioid sarcoma ° and
epithelioid malignant peripheral nerve
sheath tumor. ]

Even though our patient had no
evidence of metastasis at the time of
presentation on Computed tomography of
the abdomen and pelvis and bone scan, he
received 6 cycles of doxorubicin,
methotrexate and cisplatin based
chemotherapy and regional radio therapy to
reduce the risk of local
recurrence/metastasis. The patient is disease
free and has no recurrence or metastasis
after 2 years of follow up.

CONCLUSION

A high index of suspicion is
required, and immuno histochemistry is
helpful in diagnosis. Aggressive
management in the form of chemoradio-
therapy must be provided to avoid local
recurrence and metastasis.
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