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Case Presentation

Deep dermatofibrosarcoma protuberans in a ninety-year old-woman.
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Abstract

A 92-year-old woman was referred for the assesment of an asymptomatic subcutaneous tumor that developed after an
accidental fall. The mass clinically and radiologically simulated a subcutaneous hematoma. Finally, the histological study was
consistent with subcutaneous dermatofibrosarcoma protuberans.
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Introduction

Dermatofibrosarcoma Protuberans (DFSP) is a mesenchymal tumor of intermediate malignancy, normally affecting the dermis
and subcutaneous tissue. Although DFSP rarely gives rise to metastasis, it shows high rates of local recurrence. DFSP
represents 6% of soft tissue sarcomas. There are atypical cases of DFSP, such as a subcutaneous variant that is characterized
by the absence of dermal involvement, which could lead to the delay in the diagnosis [1].

Case synopsis

A 92-year-old woman was referred to our division for the assessment of an asymptomatic subcutaneous tumor on her right leg,
at a site injured five months prior after an accidental fall. The physical examination revealed a 7-cm movable mass, without
any skin changes (Figure 1). Leg ultrasound revealed a 6.6 cm well circumscribed and heterogeneous mass located over the
tibial muscle. Magnetic Resonance Imaging was performed, showing an extra-aponeurotic mass affecting subcutaneous tissue
compatible with a chronic hematoma (Figure 2). Conservative treatment was recommended. However, after 2 months no
improvement was observed and a biopsy was performed.

Histological examination revealed a large subcutaneous tumor (Figure 3), composed by a a storiform proliferation of spindle
cells (Figure 4), showing strong positivity for CD34, Apo D, Ki-67; stains were negative for S-100 protein, factor Xllla, ans
smooth-muscle actin. According to these findings, the diagnosis of subcutaneous DFSP was made. The tumor was surgically
removed with 3 cm margins and no recurrence could be detected after 8 months of follow-up.



Figure 1. Physical examination revealed a 7 cm subcutaneous tumor with normal skin on right leg.

Figure 2. Magnetic Resonance Imaging showed an extra-aponeurotic mass affecting subcutaneous tissue with a T2 hypersignal.

Figure 3. Deep DFSP. The tumor is mainly located in the subcutaneous compartment.
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Figure 4. Histological examination revealed a storiform proliferation of spindle cells and entrapped fat cells forming a honeycomb.
Immunohistochemical study of the sample showed the tumor cells to be positive for CD34.

Discussion

In 1924, Darier and Ferrand described DFSP as a cutaneous spindle cell tumor with deep local invasion, typically affecting
adults. Clinically, it presents as an indurated plaque or nodule, located on the trunk or the extremities. However, atypical
presentations of DFSP have been described, such as dermatofibrosarcoma non protuberans or atrophic, morphea-like,
angioma-like, pedunculated, and deep or subcutaneous DFSP [2].

Histologically, subcutaneous DFSP is a hon-encapsulated tumor composed by spindle-shaped cells with a storiform pattern in
the subcutaneous tissue without primary dermal involvement. The immunohistochemical pattern is similar to that of more
typical forms of DFSP and is characterized by positivity for CD34 and vimentin with negativity for S-100 protein, factor
Xllla, and smooth- muscle actin. These immunohistochemical markers help us to differentiate DFSP from liposarcoma,
perineuroma, deep benign fibrous histiocytoma, and spindle cell lipoma [1]. History of local trauma has been reported as a
precipitating factor for DFSP development; this event can precede growth of the tumor by two months to twenty years [3].

There are few published cases of deep DFSP, the first three were reported by Diaz-Cascajo et al. [1] and were located on the
back and shoulder; no recurrences or metastases were detected. Subsequently, a subcutaneous DFSP of the breast in a 47-
year-old woman was described with translocation (17;22)(g22;q13) [4], similar to classic DFSP [5]. Another case in the same
location was reported by Bulliard et al.[6]. It was a tumor with clinical findings of an epidermal cyst; this diagnostic
impression is the most frequently described [7].

The largest series was published by Bague et al.[8]. Fifteen patients were described, but only in one of them was the tumor
located on the leg, as in our case. Although this series had limited follow up, there were no recurrences or metastases.
Subcutaneous DFSP usually evolve over several years and are generally large at diagnosis because they are often painless and
subtle [9].

We report the second case of deep DFSP located on a leg that appeared to occur after trauma. It is of utmost importance to
bear in mind this atypical variant of DFSP in order to allow the correct diagnosis and the early and optimal management of
these patients.
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