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Introduction

Dermatofibrosarcoma protuberans (DFSP) is a rare
cutaneous tumor of intermediate grade malignancy, with
a tendency for local recurrence [1, 2]. It rarely occurs in
the vulva and in a review of the literature, less than 35
cases of DFSP in this area have been reported [3, 4]. Pre-
ferred treatment for DFSP is wide surgical excision with
pathologically negative margins [5]. Despite the local
invasiveness it rarely metastasizes [6].

The authors present another case of DFSP arising from
the mons pubis and discuss its clinical presentations, his-
tological characteristics, treatment modalities, and out-
comes.

Case Report 

A 66-year-old woman was admitted to the Hospital com-
plaining of a long-standing painless nodule in the area of mons
pubis. She had a history of breast cancer 15 years prior treated
with surgery, but neither chemotherapy nor radiotherapy (RT)
was given. On physical examination at the time of presentation,
there was a diffuse area of erythematous induration involving
the mons pubis measuring 8 x 5 cm. Within this area, there were
smaller nodules. The rest of the gynecologic examination was
normal. There was no lymphadenopathy or other skin abnor-
malities. The patient was offered vertical excision with the
reconstruction of the area. The specimen was an vulvar ellipse
measuring 8 x 5 cm. On gross examination, subcutaneously
three nodules of various sizes (1, 2, and 2.5 cm) were found.
The nodules were hard in consistency with a light brown color.
Two more nodules were found in the adipose tissue. They were
also hard in consistency, of pale white color and multilobulated.
Microscopically, in both the dermis and subcutaneous fat a
monotonous storiform pattern of uniform, bland spindle cells is
recognized (Figures 1 and 2). There is little nuclear pleomor-

phism. The number of mitoses is less than five/ten high power
fields (hpf). In some areas the myxoid change of the tumor is
prominent. Immunohistochemically the tumor cells were dif-
fusely and strongly positive for vimentin (Figure 3), and CD34
(Figure 4) and negative for smooth muscle actin, CD117,
S100P, progesteron, and oestrogen.                   

On the basis of histological and immunohistochemical find-
ings, the diagnosis of DFSP of mons pubis was established. The
patient underwent further diagnostic procedure consisting of
ultrasound scan of the thorax without evidence of the disease in
any other organ or lymph node tissue.

Discussion

DFSP, first described in 1924 by Darrier and Ferrand
[7], is a nodular cutaneous tumor characterized by a
prominent storiform pattern. These tumors occur at any
site, but they are seen most frequently in the trunk and
proximal extremities. DFSP of the female genital area,
such as the vulva, is extremely rare. In a review of the lit-
erature, less than 35 cases of vulvar DFSP have been
reported [3, 4]. DFSP of the vulva accounts for 0.1% of
all malignancies [8]. Patient age ranged from 23 to 76
years (mean age 46). Vulvar DFSP may present as a firm
plaque of the skin with subcutaneous nodules with sur-
rounding red to blue discoloration or as multiple small
subcutaneous nodules, such as in the presented case. His-
tologically DFSP has a more distinct storiform pattern,
little nuclear pleomorphism, and low to moderate mitotic
activity. Necroses are absent [8, 9]. Immunohistochemi-
cally, DFSP is characterized by the presence of CD34
[10, 11]. Ultrastructurally earlier studies showed that the
cells resemble fibroblasts, but the expression of CD34
(human progenitor cell antigen) supports the view that
this neoplasm is a variant of nerve sheath tumor. Also, it
is characterized by a chromosomal translocation between
distinct regions of chromosomes 17 and 22, t (17; 22)

Summary

Dermatofibrosarcoma protuberans (DFSP) is a rare fibrous tumor with intermediate malignant potential and in rare cases the vulva
is involved. The most common clinical presentation is a firm plaque with surrounding red to blue discoloration, or less often with
multiple small subcutaneous nodules. The authors present a case of a 66-year-old woman who came to the hospital complaining of
longstanding painless nodules in the area of the mons pubis. On physical examination, a diffuse area of erythematous induration
involving the mons pubis was recognized and within this area there were smaller nodules. The histological diagnosis was dermatofi-
brosarcoma protuberans. Microscopically DFSP has a storiform pattern of uniform cytologically bland spindle cells, with a charac-
teristic honeycomb pattern of infiltration into the subcutaneous fat. Immunohistochemical staining demonstrates strong positivity for
vimentin and CD34. The treatment has been through a wide local excision (WLE), although microscopic tumor projections beyond
the central tumor nodule explain the tumors propensity for local recurrence.
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tumor projections beyond the central tumor nodule result-
ing in incomplete excision [5]. Mohs micrographic
surgery (MMS) is an effective treatment of DFPS. MMS
allows mapping the extension of DFSP with microscopic
examination of its deep and lateral margins and enables
to examine 100% of the tumor margin [5, 13]. MMS used
to treat DFSP of the trunk and extremities is well-docu-
mented [13]. The local recurrence rate after the MMS
treatment for patients with DFSP has been reported to be
1.6% vs 20% after wide excision and 43% after conser-
vative excision [14].

In the vulva, the treatment of DFSP ranges from simple
excision to radical vulvectomy and RT [15]. Until
recently treating vulvar DFSP with MMS was referred in

leading to fusion of the collagen type 1 alpha1 gene
(COLIA1) to the platelet-derived growth factor B
(PDGFB) gene [12]. Overproduction of PDGFB by
DFSP results in autocrine stimulation. In the differential
diagnosis of DFSP, other soft tissue tumors must be
affected such as dermatofibrosarcoma with its variants,
neurofibroma, shwannoma, malignant peripheral nerve
sheath tumors (MPNST), leiomyoma, leiomyosarcoma,
myxoid liposarcoma, desmoplastic melanoma, and soli-
tary fibrous tumor. The final diagnosis is made with the
help of positivity for CD34.

The treatment of DFSP has been with a wide local
excision (WLE). The local recurrence rate after WLE
ranges from 20-50%, because there are microscopic
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Figure 1. — Dermal tumor composed of spindle cells that extend
to the subcutis (H&E x 100).
Figure 2. — DFSP whorled pattern (H&E x 200).
Figure 3. — DFSP spindle cells strongly positive for vimentin
(vimentin x 200).
Figure 4. — DFSP spindle cells strongly positive for CD34
(CD34 x 200).
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a limited number of cases. In these cases the tumor did
not recur, while the recurrence rate in patients treated
with non-MMS modalities was 32% [16, 17]. This
method requires trained staff and experienced surgeons.
Finally, imaging studies such as computed tomography
(CT) scans, magnetic resonance imaging (MRI), and X-
ray of the thorax are necessary to determine the extent of
tumor size because finger-like projections into surround-
ing tissue increase dangerous recurrences.

In conclusion, vulvar DFSP is an uncommon tumor,
with less of 35 cases, that has the tendency to recur
locally. The diagnosis is established with the help of
immunohistochemistry [CD34 (+)]. Most of the cases are
characterized by a reciprocal translocationt t (17; 22)
(q22; q13).

The treatment of vulvar DFSP is with a wide simple
excision. More recently MMS is an effective treatment,
but this method requires  trained staff and experienced
surgeons.  
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