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Recurrent Dermatofibrosarcoma 
Protuberans: A Case Report
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ABSTRACT
Dermatofibrosarcoma protuberans is an uncommon, locally 
aggressive, cutaneous, soft tissue sarcoma. It is most com
monly seen on the trunk and it frequently recurs locally after 
an incomplete excision, but distant metastasis is rare. Patients 

need postoperative local irradiation even with histopathological 
clear margins, following wide excision, owing to its high affinity 
for local recurrence. Here, we are reporting a case of recurrent 
dermatofibrosarcoma protuberans which was seen over the 
lower part of the abdomen.
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InTRoduCTIon
Dermatofibrosarcoma Protuberans (DFSP) is a low-grade, rela-
tively uncommon, soft-tissue sarcoma that was originally described 
in 1924 by Dreier and Ferrand [1,2]. The term ‘DFSP’ was coined 
by Hoffman in 1925 [2]. It accounts for less than five percent of the 
soft-tissue tumours and 0.1 percent of all the malignancies, with an 
annual incidence of 0.8 to 4.5 per million. It is most commonly seen 
among those in the third or fourth decades of life and it favours the 
trunk (40-60%), followed by the proximal extremities (20-30%) and 
the head and neck (10%-16%) [3,4]. A slight male predominance 
has been reported among patients with DFSP [5]. It occurs less 
frequently in children, and congenital forms of dermatofibrosarcoma 
protuberans have been reported in the literature [6]. The tumour has 
low chances of metastasis, either to the regional lymph nodes or 
distantly, but it is aggressive locally. The biopsy typically shows the 
lesion to be located primarily in the dermis, with irregular infiltration 
of the subcutaneous fat in a lace-like pattern. The epidermis is 
usually spared, but it can be hyperplastic. The lesion  usually com-
prises fairly uniform spindle cells with elongated nuclei and scanty 
pale cytoplasm. Pleomorphism is minimal or absent. The cells are 
typically arranged in a storiform or a mat-like pattern.

CASe RepoRT
A 42-year-old female patient presented with a swelling in the right iliac 
quadrant of the abdomen [Table/Fig-1]. The patient was operated 
for the swelling at the same site two years back. The patient was 
symptom free for two years following her first surgery. Since one 
year, she noticed a swelling at the same site, which was increasing 
in size. As she was operated in a rural place, due to non-availability 
of histopathological facilities, the diagnosis was not proved. The 
examination revealed ulcerative right iliac swelling, approximately 
of a size of 20 × 15 cms, with bleeding and induration around. Pre-
operatively, edge biopsy was done and the swelling was reported 
to be a spindle cell tumour. Sonography of the abdomen and chest 
X-ray and X-ray of the spine revealed no evidence of metastases. 
Wide excision was done under spinal anesthesia with a 3.5 cm 
clear margin and the tumour was freed from the rectus sheath. 
Primary closure of the wound was done after placing a suction 
drain. The post-operative period was uneventful and the patient 
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 [Table/Fig-1]: Preoperative photograph showing the tumour

 [Table/Fig-2]: Gross Histopathological picture showing the tumour

was discharged on the seventh day. The patient came for follow-
up after one month. Her surgical wound had healed well and she 
was advised post-operative radiotherapy to prevent subsequent 
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[14]. The risks of adjuvant radiotherapy include acute and chronic 
radiodermatitis and further development of new skin cancers. The 
majority of local recurrences of dermatofibrosarcoma protuberans 
occur within the first three years, with about a half presenting within 
one year of surgery, but recurrences after five years have also been 
reported [11,15]. Thus, it is important to follow up these patients 
over a long period after the treatment. Here, we presented a rare 
case of recurrent DFSP after two years.
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recurrence. Her histopathological examination showed DFSP with 
all the margins free of the tumour [Table/Fig-3].

dISCuSSIon
Dermatofibrosarcoma protuberans is a relatively rare tumour, with 
only 0.8 to 4.5 cases per million persons per year having this 
tumour [7,8]. In the United states, dermatofibrosarcoma protu-
berans accounts for between 2 and 6 percent of all the soft tissue 
sarcomas [9,10] and 18 percent of all the cutaneous soft tissue 
sarcomas [8].

Surgical excision with 3 to 5-cm-wide margins was the recom-
mended treatment, but it was associated with high rates of local 
recurrence. The extent of its invasion was difficult to ascertain 
because of its ability to penetrate not only the cutaneous and 
the sub-cutaneous tissues, but also the underlying fascia and 
muscles [5]. In a three-dimensional view, the tumour can be 
visualized to send projections in different directions and so, even 
a wide excision may leave behind residual tumour in single or 
multiple foci [11,12]. Radiotherapy has been used as an adjuvant 
therapy after wide surgical excision or in those patients who have 
inoperable macroscopic disease. Post-operative radiotherapy has 
been associated with a cure rate of 85 percent [13]. Ballo, et al, 
evaluated a combination of conservative resection and adjuvant 
radiation therapy and noted a local recurrence rate of 5 percent 
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 [Table/Fig-3]: Microscopic picture showing the tumour


