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Abstract

Dermatofibrosarcoma protuberans (DFSP) is a rare soft tissue neoplasm which arises from
the all part of body especially trunks and limbs, occurs more often in young people; the
definite diagnosis depends mainly on the pathological examination; early detection and
complete excision remain the foundation of treatment. The challenge of management for
large sized tumors is presented as surgery may be associated with poor cosmetic and
functional outcomes or inadequate surgical margin, hence the interest of a careful clinical
long-term monitoring. We report a case of a young man, who presented with DFSP in his left
abdominal wall, which was successfully removed by two-stage surgery, without recurrence at
fifteen months of follow-up.
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Introduction

Dermatofibrosarcoma protuberans (DFSP) is a rare, low-grade malignant mesenchymal
tumor of the soft tissue representing about 1% of all tumors [1], characterized by its
aggressive local growth and common local recurrence after surgical excision, with rare
distant metastases [2]. The greatest challenge in the management of DFSP is performing a
good surgery with high oncological, cosmetic and functional outcomes.

Through a case of DFSP of abdominal wall, we identify the challenges encountered in
managing this condition, and we emphasize the importance of early recognition and
clinical long-term monitoring.

Case report

We report the case of a young male, who presented with an eight-month history of a
gradually increasing asymptomatic movable firm red mass of 7x5cm of diameter on his left
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abdominal wall (Figure 1). The patient was a smoker, biopsy of the lesion revealed a Darier
and Ferrand dermatofibrosarcoma. Surgical management was planned as a two-stage
intervention: the first stage was microsurgical transfer of the free latissimus dorsi musculo-
cutaneous flap (Figure 2) being folded and sutured on itself with an interposed silicone sheet
of 2 mm thick in its internal part (Figure 3). The donor site of the flap was closed with a thin
skin graft. The recipient vessels were the left superficial femoral artery and vein (Figure 4),
the second stage was planned after two weeks, by direct reconstruction after resection of the
tumor with 5 cm surgical margins and deep resection to a disease-free anatomical structure
(in this patient it was the rectus abdominis muscle) (Figure 5). Given that the peritoneal
plane was intact; the reconstruction of the musculoaponeurotic plane was performed with a
polypropylene mesh. The superficial layer was then covered with the free flap unfolded from
its proximal base (pedicle) to cover the whole defect (Figure 6). Histological examination
confirmed the diagnosis, The postoperative courses were uneventful and the length of
hospital stay was four weeks. There was no recurrence at 15 months of followup.

B “
Figure 1: A protuberant mass on the abdominal wall measuring 7x5cm in size, with surgical margins of S5cm

Figure 2: Microsurgical transfer of the free latissimus dorsi musculo-cutaneous flap
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Figure 4: The recipient vessels (femoral artery and vein) of the free flap

Figure 5: A large and deep defect post wide local excision; A=Rectus Abdominis, B= Iliac Bone,
C= the flap folded and sutured on itself with an interposed silicone.
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Figure 6: Coverage of the defect with the fee flap unfolded from its proximal base (pedicle) and silicone sheet
removal.

Discussion

Dermatofibrosarcoma protuberans (DFSP) is a rare, slow-growing tumor that constitutes less
than 0.1% of all malignancies [3]. DFSP has an intermediate to low malignant tendency. The
potential for distant metastasis is low, but DFSP frequently recurs locally after incomplete
excision [4]. Confirmed by biopsy and subsequent histopathology, its clinical diagnosis is
difficult and often delayed by the variable presentation of the tumor.

Surgery plays a major role in the curative treatment of DFSP; it should consider the
oncologic outcomes, functional and cosmetic issues [5]. Wide local excision (surgical
margins of Scm) has been the gold standard of treatment [6], although Mohs Micrographic
Surgery (with surgical margins of 1 to 2 cm) is being advocated as preferred choice [7]; it
offers histopathologic control while providing maximum tissue conservation with much
lower risk of recurrence [8]. In our context, Mohs surgery is not available in our country, so
conventional wide local excision remains the only choice.

Most abdominal wall defects post excision are amenable to local soft tissue closure, Due to
the abundant and lax tissue of the abdominal wall [9], but sometimes may represent a
challenge, when large excisions cause a large skin defect which is difficult to cover and
requires the use of free flaps [10].

Thin skin graft is indicated for all superficial defects; however, the use of flaps remains
crucial when noble elements are exposed (fascia, bone, nerves and vessels...) [11]. Several
flaps are indicated for deep and large abdominal defects such as Mac Gregor flap, deep
inferior artery perforator flap, latissimus dorsi flap, tensor fascial lata flap etc [9]. The choice
will depend on the site and the size of the defect as well as the exposure or not of the
underlying noble elements. The use of free flaps, in particular the free Latissimus Dorsi flap
provides soft tissue coverage for defects that are not amenable to either local or regional flap
coverage, it may be used like our case as a two-stage intervention for minimizing the time of
surgery, thus the risk of failure [10].

The role of adjuvant radiotherapy is limited, it may be used efficiently for unresectable lesion
or resected lesion with a positive margin and may decrease the rate of local recurrence [12].
Targeted therapies such as imatinib mesylate (Glivec®), has been currently FDA-approved
its efficiency for adult with unresectable, recurrent, and/or metastatic cases [13]. Long-term

follow-up is crucial as majority of the local recurrences occur within 3 years after the surgery
[14].

Conclusion

DFSP is a rare disease with local aggressive behavior and high capacity of recurrence. Mosh
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surgery technique is being advocated as best choice; it may improve the oncologic outcomes,
functional and cosmetic issues. The wide variability of clinical expressions and unpredictable
evolutionary nature require regular long-term monitoring in detecting local recurrence.
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