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ABSTARCT

recurrent forms.

KEYWORDS: Mammary localization remains rare.

Dermatofibrosarcoma protuberans (DFSP) or Darier et Ferrand tumor is an uncommon mesenchymal skin tumor.
Mammary localization remains rare. Its diagnosis is essentially histological. It is characterized by its locally
aggressive potential which requires a large surgical resection and adjuvant treatment is reserved for metastatic and

INTRODUCTION

Darier-Ferrand dermatofibrosarcoma is a relatively rare
neoplasia, described in 1924 by those who gave it its
name.™ It is a variety of fibrosarcoma of the skin with
low growth rate and attenuated malignancy. It occurs
mainly in children and young adults, and its cause
remains unknown for the moment. However, genetic
abnormalities and repeated trauma, as well as
development on scars (burns), appear to be the cause of
this variety of sarcoma.'”?

We report the case of a dermatofibrosarcoma of Darier
Ferrand with mammary localization simulating a
mammary myofibroblastoma and we will discuss
through a review of the literature, the diagnostic and
therapeutic difficulties imposed by this entity.

CASE REPORT

A 16-year-old female patient, without any particular
pathological history, consulted for a left breast
erythematous lesion evolving for 5 years.

The clinical examination revealed a patient in good
general condition, apyretic, with a macular skin lesion in
the upper inner quadrant of the left breast with more or
less clear boundaries measuring 4 cm in length, painless
and without inflammatory signs or locoregional
adenopathies.

Anatomopathological examination after biopsy shows in
the dermis and hypodermis, a massive fuso-cellular
tumor infiltration made of short intertwined bundles and
shows by place a storiform architecture; the cells present
an oval nucleus with fine chromatin, inconspicuous
nucleoli and eosinophilic cytoplasm with invisible
cytoplasmic boundaries; rare mitosis figures are found,;
consistent with Darier-Ferrand dermato fibrosarcoma.

The extension workup does not detect any metastases.

We proceeded with surgical removal of the tumor with a
safety margin of 5 cm. Histological examination of the
excision specimen confirmed the diagnosis and showed
that the excision margins were not affected. The patient
was referred for radiotherapy.

DISCUSSION

Dermatofibrosarcoma of Darrier and Ferrand or
dermatofibrosarcoma protuberans (DFSP) is a rare
mesenchymal tumor, developed at the expense of the
dermis and representing less than 2% of all soft tissue
sarcomas, with an estimated incidence of about four
cases per million.®!

Node invasion is absent, and visceral metastases are
exceptional.

The most frequent locations are the trunk and the

The breast ultrasound was unremarkable, apart from a extremities. 5] Mammary localization remains
. exceptional.

subcutaneous swelling.
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Clinically, most patients present with a solitary, well-
circumscribed, slow-growing nodule in the breast, with
lesions occurring most often in postmenopausal
women.!® According to Wargotz et al.

Histologically, it is a tumor composed of a proliferation
of spindle cells arranged in short irregular bundles
dissociated by clusters of hyalinized collagen.

It is a cancer with a good prognosis, because despite
local recurrences, the prognosis is only exceptionally
vital.

The treatment of cutaneous sarcoma is based on the
evaluation of prognostic factors, namely local extension,
histological type and grade, and general extension. The
therapeutic means are surgery, which is the reference
treatment, radiotherapy and targeted therapy.

For localized forms, the reference treatment is surgical
with wide excision and strict histological control of the
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Nodule sein gauche pré opératoire

CONCLUSION

Dermatofibrosarcoma of Darier Ferrand of the breast
type is rare.

The diagnosis can be suspected by imaging and
confirmed by histology.

Treatment consists of wide surgery of the lesions with
excision margins of more than 2 cm, on which the
prognosis depends mainly. Breast oncoplastic surgery
could be of major interest in this localization.
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