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Abstract

This is the case of a 66 year old female presented with a swelling over left anterior abdominal wall since
five years. Further examination of the morphology of the resected surgical specimen, histological and
immunohistochemical studies confirmed it to be a dermatofibrosarcoma protuberans over the anterior
abdominal wall. It was successfully managed by a wide local excision with an excellent result and a high
degree of patient satisfaction was achieved. Though a rare clinical entity, this tumor has chances of high
recurrence, and so it should be borne in mind while making a diagnosis and during its long term follow- up.
Keywords: CD34, Dermatofibrosarcoma protuberans, Imatinib mesylate, Mohs’ microscopic surgery,

Soft-tissue sarcoma.

Introduction

Dermatofibrosarcoma protuberans (DFSP) is a
rare slow growing neoplasm of the skin, usually
arising from the dermis, that has a high local
recurrence rate. It accounts for <0.01% of all
malignancies and <0.1% of all the cutaneous
neoplasms, with incidence being 0.8 cases per
million-persons an year as reported in literature
based on population based cancer registries of
various countries. The most common presentation
of disease is painless, slow growing subcutaneous
nodule and mainly occurs in second and fifth
decades of life. It has a homogenous sex
distribution with a slight bias towards men.

Surgical excision is the treatment of choice and
early recognition is extremely important because
of the excellent prognosis following adequate
excision. Herein, we present a case report of
DFSP from our institution with a review of
literature.

Case Report

A sixty- six year old female presented to our
outpatient department with a history of left
anterior abdominal wall swelling since five years.
The swelling had gradually increased to its present
size. There was no history of discharge from the
swelling, fever or weight loss. The patient gave a
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past history of having undergone excision of a
similar swelling at the same site six years back

and was now facing a recurrence.

Figure 1 & 2: Picture shows protruding swelling
in left hypochondrium having pinkish appearance.

On examination, the skin over the swelling
showed tiny red nodules with no discharge from
them. On palpation, there was an irregular mass of
approximately 6cm by 4cm that was hard and
fixed to the skin (Figure 1 & 2). Chest radiograph
and routine blood investigations were found to be
within normal limits. On ultrasound examination,
it suggested a 5.4cm by 3.5cm heterogenous
hypoechoic lesion within the subcutaneous and
intramuscular plane of the anterior abdominal
wall. Trucut biopsy was sent from the tissue and it
suggested a low grade spindle cell neoplasm.

The patient was adequately resuscitated with
intravenous fluids and antibiotics (intravenous
Amoxycillin and Clavulanic acid 20 mg per kg
body weight).

Wide local excision of the mass with a surgical
margin of 3cm was done and the specimen was
sent for histopathological examination.
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Figure 3: Plcture shows gross appearanbe of the
mass of approx 8x6x4.5cm

Grossly, it was a yellowish brown skin covered
soft tissue mass of 8cm by 6cm by 4.5cm with a
skin flap of 8cm by 7cm (Figure 3). External
surface showed multiple nodules ranging from 0.5
to 2cm in diameter. Cut surface showed well
circumscribed creamish white nodular mass of
about 8cm by 4cm by 3.5cm.

Histological sections showed spindle shaped cell
arranged in short fascicles showing storiform
pattern (Figure 4). There is infiltration of
surrounding fat spaces and small blood vessels.
There was little nuclear pleomorphism and scanty
mitotic activity. Immunohistochemistry showed
the tumor cells positive for CD34.
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Figure 4 Picture shows storlfo‘rrﬁ pattern of
tumor cells in hematoxylin- eosin staining,
magnification x200
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Histopathologic and immunohistochemical
findings were diagnostic for Dermatofibrosarcoma
protuberans over the anterior abdominal wall.

The patient had an uneventful post operative
period, and is still being followed up in the
outpatient clinic for local recurrence (Figure 5).

Figufe 5: Picture shows post-operatiVe outcome
of the patient

Discussion

DFSP is a rare soft tissue tumor that is
characterized by its locally infiltrative and
recurring properties. Historically, first mentioned
by Taylor in 1890, this tumor was first defined to
be “progressive and recurring dermatofibroma” by
Darier and Ferrand in 1924. It was later in 1925,
based on the tendency to give rise to protruding
nodules, that Hoffman termed it as DFSP in his
three reported cases.™?

Normally, this DFSP is considered to be a tumor
of low-grade malignancy. However, it can
transform into a fibrosarcomous DFSP which has
more aggressive and higher metastatic potential. It
accounts for less than 0.1% of all malignancies, 2-
6% of all soft tissue sarcomas and only 1% of the
soft tissue sarcomas of the head-neck region.
Although DFSP can develop in any part of the
body, it is most frequently seen on torso (50-
60%), extremities (20-30%) and head-neck region
(10-15%) respectively.

In the pathogenesis of DFSP, in almost 90 percent
of cases, a unique reciprocal translocation in
chromosome 17 and 22 is said to be involved.

There is t(17,22) involving COL1A1 (collagen
type 1A1) and PDGFb (platelet derived growth
factor) genes respectively.>®

A history of trauma and previous surgery is a
possible etiological factor in the development of
DFSP, as in our case the patient had a previous
history of surgery.

Initially, this presents as asymptomatic, discrete
plaque with irregular borders having reddish-
brown or pink appearance  resembling
hemangioma. Later on, it presents as a painless,
multiple nodule protruding from the skin and
usually less than 5 cm in size.® In the present case,
the patient had a similar presentation.
Histologically, DFSP is characterized by multiple
spindle cells arranged in a storiform pattern with
elongated nuclei without significant cytological
atypia or pleomorphism. Immunohistochemical
studies are highly diagnostic of DFSP. DFSP
show immunopositivity to CD34 and vimentin in
84-100% and negative for S100 protein and factor
Xllla. In our case, the tumor showed similar
histological features and the cells were diffusely
positive for CD34.

The differential diagnoses include
dermatofibroma, malignant fibrous histiocytoma,
neurofiboroma,  hypertrophic  scars, keloid,
fibromatosis, fibrosarcoma, inflammatory
myofibroblastic tumor.

The primary treatment of DFSP is complete
excision. Because of the infiltrative nature of the
tumor, a wide local excision with removal of 2 to
3 cm surgical margin along with it is considered
as the main treatment option. But, the average
recurrence rate after such a wide excision has been
reported to be 8.8%.* This recurrence rate can be
lowered down to 1.5% with the use of Mohs’
microscopic surgery, which is considered as the
treatment of choice.

Imatinib mesylate’ has shown to be efeective
against both localised and metastatic DFSP with t
(17,22). However, DFSP with fibrosarcomous
transformation is resistant to conventional
chemotherapy. Also, role of radiotherapy as
adjuvant therapy appears to be controversial.>*°
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The prognosis of DFSP is generally good. The 5
years survival rate of the patients after the
appropriate treatment is between 93% and 100%.

Conclusion

DFSP is a rare tumor of cutaneous origin with an
intermediate level of malignancy. But, it has a
potential for aggressive local invasion and high
rate of recurrence. So, special attention has to be
given to these cases by proper diagnosis and
planning the proper surgery. Also, patients have to
be reminded of a long-term follow-up as these can
recur in the following long years.
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