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Abstract

Case Report

Darier-Ferrand dermatofibrosarcoma is a fibrous tumour of the skin with high local malignancy, with progressive
progression and high potential for recurrence. We report an unusual case of a 46-year-old patient with a distal
extremity of the inner leg in which biopsy-exeresis histologically confirmed the nature of the tumour. We report this
observation to illustrate the difficulty of surgical excision of this carcinoma in this particular anatomical region.
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INTRODUCTION

Darier and Ferrand dermatofibrosarcoma is a
mesenchymal skin tumour of intermediate malignancy.
It is a rare but not exceptional tumour, representing 0.
1% of malignant skin tumours. We report the case of a
Darier-Ferrand dermatofibrosarcoma of the distal end of
the leg, highlighting the consequent diagnostic and
therapeutic difficulties.

CASE REPORT

The patient is 46 years old, with no particular
pathological history, which has had an indurated
nodular lesion on the inner side of the distal end of the
leg for the past 2 years. In dermatology, he has had a
partial biopsy, which histological study has shown that
it is a Darier and Ferrand dermatofibrosarcoma. In view
of the unusual location and doubt about the diagnosis, a
biopsy-exeresis was performed confirming the initial
diagnosis. The need for a large surgery with a healthy
anatomical barrier that is unfortunately absent in this
anatomical area led the treating team to discuss an
amputation for optimal tumor control, which was
refused by the patient who was lost to follow-up.

DiscussioN

Darier-Ferrand  dermatofibrosarcoma is a
mesenchymal dermal tumour of intermediate
malignancy first described in 1890 by Taylor [1]. This
tumour can occur at any age with mean ages at
diagnosis ranging from 28 to 47 years [2]. Our case of
dermatofibrosarcoma is unusual because of its clinical

appearance and location. According to the data in the
literature, there is a predilection for the trunk, which is
reached in 50 to 60% of cases. Members represent 20-
30% of the locations and 15-20% is attributed to the
head and neck [3, 4].

Mandalenakis and Venne [5] and Soulie o al
[6] found a preferential location on the anterior aspect
of the trunk and proximal extremities. Publications
concerning distal extremities are rare [7]. Surgery is the
only therapeutic method that has been shown to be
effective in eradicating the tumour and preventing
recurrence [8]. The excision must comply with certain
precise rules: monobloc excision with wide safety
margins of 3 to 5 cm of healthy tissue, carrying a
healthy barrier in depth. Indeed, non-Monobloc
removals risk seeding the operating site. The absence of
an anatomical barrier as well as the absence of Mohs
technique at our center led us to ask for the indication
of amputation for a better control of the tumor.

CONCLUSION

Darier-Ferrand's tumour is characterized by its
slow progression, diagnostic difficulty, tendency
towards recurrence, degeneration into fibrosarcoma
possible after several recurrences. Our observation
illustrates the possibility of localization at the distal end
of the leg of this rare tumor and the need to evoke the
diagnosis early and to perform surgical exeresis because
the whole prognosis depends on it.
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