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Dermatofibrosarcoma protuberans (DFSP) is a soft tissue
sarcoma,a rare and locally aggressive dermal and subcuta-
neous mesenchymal tumor. DFSP results frequently from the
translocation t (17;22) with consequent fusion of the genes of
collagen 1A1 (COLL1AT1) and of platelet-derived growth fac-
tors B (PDGFB) that activate the signaling of tyrosine kinase
[1]. DFSP is usually observed between the third and fourth
decades of life. The distribution between sexes is similar, with
a slight predominance in females [2]. DFSP typically presents
as a slow-growing, reddish-brown plaque, with protruding
firm smooth nodules (Figure 1). The most common sites are
the trunk and proximal extremities. Usually, it is asymptom-

atic, being less commonly painful. Imnmunohistochemical
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staining is characteristically CD34-positive and factor XIIla
negative. Histopathologic features include a dense dermal
tumor, the fascicles of which are interspersed with a storiform
configuration, extending to the adipose tissue. Neoplastic
cells are monomorphous and have hyperchromatic nuclei
[3] (Figure 2).

The treatment is surgical with a clear histological margin.
However, the recurrence rate is around 7.3% for excision
with a margin of 2-4 cm. DFSP has low metastatic potential
(2-5%) but a high rate of local recurrence after surgical exci-
sion. Mohs surgery reduces the recurrence rate (about 1%).
Adjuvant radiotherapy can aid in reducing the local recur-

rence rate [1,3-5]). The use of imatinib reduces the size of



Figure 1. (A) Clinical and (B and C) dermoscopic pictures of a DFSP on a man’s deltoid area. On dermoscopy, a brownish or pink

background can be seen with a pigment network and arborizing vessels.

Figure 2. (A) The neoplastic population is arranged in a storiform pattern, entrapping adipocytes. Cells are spindle-shaped with hyperchromatic

nuclei (hematoxylin and eosin, magnification x100). (B) The neoplastic cells are positive for CD34 (immunostaining, magnification x100).

inoperable tumors. Follow-up visits are recommended every
3-6 months during the first 3 years [1].

An observational retrospective monocentric study was
conducted. The patient list was extracted from the electronic
database of the Dermatology Unit of the University of Cam-
pania Luigi Vanvitelli, Naples, Italy. Eligible cases affected
by DFSP were identified in the retrospective search in the
database in the period between January 2006 and November
2020. Cases lacking adequate clinical information (ie sex, age,
anatomic site, histopathology) were excluded. We identified
29 cases with a clinical suspicion for DFSP (Table 1). Among
them, 21 were confirmed by histological examination (10
men aged 23-68 years at the time of diagnosis, and 11 women

25-79 years old). We found a slightly higher prevalence in

females (52.4%), in accordance with the literature. The mean
age was 44 years for males and 47 years for females. The
diagnosis of DFSP was only part of the clinical differential
diagnosis in 8 patients (Table 2); the most frequent histolog-
ical diagnoses in these patients were dermatofibroma and
basal cell carcinoma (25% each).

The 21 histologically proven cases of DFSP had involve-
ment of the following body areas: scalp, chest and inframa-
mmary, over surgical scar, back, abdomen, upper limb, groin,
lower limb, and foot (Table 1). Among these areas, the chest
was the most frequently affected by the tumor (33.3%) fol-
lowed by the back and abdomen (14.3%, each).

Six patients did not return after the first visit or after

surgery. Some of them had already had a biopsy in another
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Table 1. Body Areas Affected by DFSP in Histologically Proven Cases

Number of Number of Cases for Each
Cases Female Age Male Age Body Area
Histologically 21 11 25-79 10 23-68 e 7 chest
proven cases of e 3 abdomen
DFSP e 3 back

e 2 lower limb

e 2 upper limb

e 1 over surgical scar
e 1 groin

e 1 foot

e 1 scalp

DFSP = dermatofibrosarcoma protuberans.

Table 2. Patients With Clinical Suspicion of DFSP and Their “True” Diagnoses After Histopathologic
Examination

‘ Number of Cases
29 (21 confirmed with HPE) | 21

Clinical suspicion of DFSP

Number of Patients for Each Histopathologic
Diagnosis

Clinical suspicion of DFSP not 8
confirmed with histopathology

e 2 dermatofibroma

e 2 basal cell carcinoma

¢ 1 invasive melanoma

¢ 1 squamous cell carcinoma
e 1 hypertrophic scar

e 1 trichilemmal cyst

DFSP = dermatofibrosarcoma protuberans; HPE = histopathologic examination.

hospital and came to us asking for a second opinion. Among
the 13 cases that returned only once for the follow-up visit,
1 patient was also affected by a melanoma and another one
returned for management of urticaria. Only 1 patient under-
went follow-up controls for more than 5 years.

The number of DFSP diagnosed in our Dermatology
Unit between January 2006 and November 2020 is certainly
not high, especially when compared to the huge number of
patients that we see every day in our third-level referral center.
However, as DFSP is a rare tumor, our data are not irrelevant.
We have noticed difficulty in monitoring patients because

they did not return after evaluation or after surgical removal.
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