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CASE REPORT

INTRODUCTION

The most common soft  t issue tumour of the 
abdominal wall is the desmoid tumour while the least 
frequent is the Dermatofibrosarcoma Protuberans. [1] 
Dermatofibrosarcoma Protuberans (DFSP) is a rare, 
indolent, low-grade sarcoma recognised for its 
progressive locally infiltrative nature. A painless, long-
standing, slow-growing subcutaneous nodule remains 
its most common form of presentation of this disease. It 
constitutes less than 0.1% of all cutaneous malignancies 
and 6% of all soft tissue sarcomas. The incidence has 
been estimated at 0.8 cases per million persons per year. [2] 
Metastasis is rare but if it occurs almost all metastatic 
cases have been associated with local recurrence and 
a poor prognosis. Early diagnosis, wide excision and 
regular follow-up are indicated for DFSP.

CASE REPORT

A 45-year-old female came to the hospital with chief 
complaints of recurrent swelling in the epigastric region 

since one year. The swelling was initially small in size, 
nodular gradually increasing in size and had currently 
achieved the dimensions of about 5 × 5 cm [Figure 1]. 

The swelling, which was earlier painless, had now 
become painful after it ruptured with a bloody discharge. 
The skin around the swelling was retracted and shriveled 
in appearance, which was consistent with past history 
of wide excision with split thickness skin grafting seven 
years back. Clinical parameters were within normal 
limits. Chest roentgenogram was normal. With the 
provisional diagnosis of recurrent DFSP the patient was 
taken up for surgery. The patient underwent a wide local 
excision of the mass. The tumour involved rectus sheath, 
rectus sheath and part of rectus muscle with margin of 
2.5 cm was removed. Same margin of 2.5 cm was taken in 
all directions [Figure 2]. The defect was covered with split 
thickness skin grafting. No intra-abdominal extension of 
the tumour was found.

Microscopic examination revealed elongated spindle-
shaped cells arranged in sheets, tiny nodules, storiform 
pattern with pleomorphic, hyperchromatic or vesicular 
nuclei with 2-4 prominent nucleoli and moderate 
amount of eosinophilic cytoplasm mixed with histiocytes 
[Figure 3]. The pathological diagnosis was DFSP, which 
was confirmed by immuno-histochemical examination. 
Immunohistochemistry showed that tumour cells were 
positive for CD34 and XIIIa.

Recovery was uneventful and patient was discharged on 
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confirmed the diagnosis of Dermatofibrosarcoma Protuberans.
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the fifth post-operative day. Patient is asymptomatic one 
year after surgery and is coming for regular follow-up.

DISCUSSION

Soft tissue sarcomas are mesenchymal neoplasms 
comprising 1% of adult malignant tumours. Among 
the soft tissue tumours, abdominal wall tumours 
are uncommon, accounting for less than 5% of these 
neoplasms.[3,4] Historically, this neoplasm was first 
described by Taylor, in 1890, but Hoffman coined the 
currently accepted term when he reported three cases in 
1925.[3] Chromosomes 17 and 22 has been incriminated 
in the aetiopathogenesis of DFSP. There is translocation 
t(17:22) involving COL1A1 (collagen type 1α1 gene) 
and PDGF β (platelet-derived growth factor) genes 
respectively.[5,6] The tumour first appears as a single, red 
to bluish, blanchable, firm, cutaneous nodule. During 
the late stage, rate of growth accelerates, producing the 
characteristic protrusion from the skin.[7] The growth rate 
is variable. Lesions may remain stable for many years 
or they may grow slowly with periods of accelerated 
growth. Local recurrences occur in 20–55% cases.[7] 
There are conditions that can mimic DFSP, which should 
be considered in the differential diagnosis. They are: 
dermatofibroma, epidermal inclusion cyst, keloid and 
hypertrophic scar, malignant melanoma and metastatic 
carcinoma of the skin.

Computerised tomography (CT) or magnetic resonance 
imaging (MRI) have been indicated to stage these 
tumours. These imaging techniques are important 
for planning of resection.[3] Essentially, the optimal 
treatment for DSFP has been a wide resection. Since 
these tumours are locally infiltrative, treatment 
follows the general principles of soft tissue sarcoma 
management with adequate excision and adjuvant 
radiotherapy when appropriate, with or without 
adjuvant chemotherapy. A three-dimensional wide 
resection of skin and surrounding structures must be 
performed. Most authors recommend a 2–3 cm local 
margin including the underlying deep fascia and 
overlying skin.[3] 

Imatinib has shown clinical activity against both 
localised and metastatic DFSP with t(17;22). However, 
fibrosarcomatous variants of DFSP lacking t(17;22) may 
not respond to imatinib.[8] Adjuvant treatment with 
radiotherapy seems controversial. There are specialised 
services that have recommended adjuvant radiotherapy 
for large low-grade (>5 cm) or high-grade sarcomas.[3]
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Figure 1: Skin colored nodule covered with hemorrhagic 
scab present over the scar of previous excision on abdomen

Figure 3: Histopathology of the tumour reveals spindle 
shaped cells arranged in storiform pattern

Figure 2: Clinical picture of post-op scar resulting from wide 
excision of tumour with split thickness skin grafting
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