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Abstract

Darier-Ferrand Dermatofibrosarcoma accounts for 0.1% of malignant cutaneous tumours. This rarity explains why it is not
well known and why it is misdiagnosed in our practice. Furthermore, immunohistochemistry with CD34 antigen assay is
inaccessible in our region, making it difficult to rule out certain differential diagnoses such as sarcoma. A positive diagnosis
is most often made on the basis of a constellation of anamnestic and histopathological evidence. We report a particular case
due to its location in the beard area, which is a contributing factor for both occurrence and recurrence due to the repeated
microtrauma induced by shaving, especially on black skin. Additionally, this case highlights the therapeutic challenge posed
by this type of tumour, necessitating carcinological surgery with wide excision margins exceeding 2.5 cm, or ideally, Mohs
micrographic surgery, which is not available in our resource-constrained settings.
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Introduction

Darier-Ferrand dermatofibrosarcoma is a dermal
connective tissue tumour with spindle cells. Its
histological structure is more or less similar to
sarcomatous tumours, but it differs from true primary
fibrosarcoma’s in that it always originates in the skin
and develops very slowly [1]. It represents 0.1% of
malignant skin tumours [2]. We report a particular
case due to its location in the beard area, which is a
contributing factor of both occurrence and recurrence
due to the repeated microtrauma induced by shaving,
especially on black skin. In this patient, herbal therapy
was used as the first therapeutic resort leading to a
diagnosis wandering. Additionally, this case
highlights the diagnostic challenges along with the
absence of immunohistochemistry [3,4] of this type of
tumour and its therapeutic approach in our practice.
Indeed, managing Darier-Ferrand
dermatofibrosarcoma requires carcinological surgery
with wide excision margins of 2 to 3 cm. Though,
Mohs micrographic surgery would be the best
approach, however, it is not available in our resource-
constrained settings.
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Observation

We present the case of a 32-year-old male patient with
a surgical history of a submental tumour 6 years
previously. The surgical specimen didn’t undergo a
histopathological examination. 8 months after the
initial surgery, the patient sought dermatology
consultation due to a recurrence of the tumour. He
was taking an unspecified oral and local herbal
medicine to treat the tumour without experiencing
relief. There were no functional signs and the patient's
general condition remained unchanged.
Dermatological examination revealed a large, multi-
nodular mass, pink to reddish, hanging, firm, and
mobile regarding the deep plane. The largest nodule
of which measured 10 cm in diameter at its greatest
axis (Figure 1). Remarkably, this mass occupied the
entire submandibular region (Figure 2) and had been
evolving for at least 5 years after the initial removal
surgery. There was no evidence of adenopathy, and
the physical examination of the other systems was

unremarkable. However, the cutaneous
histopathology revealed a malignant connective tissue
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tumour proliferation composed of spindle-shaped
cells with discrete atypia. These cells formed short
intersecting bundles giving a storiform appearance
(Figure 3). Immunohistochemistry with CD34
antigen assay was not performed due to financial
constraints (the patient was of low socio-economic
status) and its unavailability in our public healthcare
facilities. Consequently, the diagnosis of Darier-
Ferrand Dermatofibrosarcoma was accepted. The
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cervico-thoracic CT scan, performed to assess local
and secondary tumour extension, was normal.
However, cervical MRI, which was indicated to detect
submental infiltration, could not be performed due to
financial constraints. The management approach
consisted of complete tumour removal, with 3 cm
margins, followed by a flap procedure. It was
performed in an ENT department.

Figure 1: sub-mandibular pinked multinodular hanging tumour

Figure 2: mass of the submandibular region located at the beard area
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Figure 3: dermal proliferation of spindle-shaped cells with a storiform appearance

Discussion

We report a case of Darier-Ferrand dermatofibro-
sarcoma, which is unusual due to its location in the
beard. This malignant tumour is rare, leading to
diagnostic challenges, particularly in our resource-
constrained settings. It can be mistaken for other
conditions  such as  keloid,  epidermised
botriomycoma, or sarcoma. However, the recurrence
of the tumour serves a significant suggestive pattern
[5,6] and cutaneous histopathology helps to confirm
the  diagnosis.  Unhopefully, more specific
immunohistochemistry using CD34 antigen assay was
not performed due to both its unaffordability for our
patient, who is of low socio-economic status, and
unavailability in our healthcare facilities. Darier-
Ferrand dermatofibrosarcoma tumor cells strongly
and uniformly express the CD34 antigen, and this
could help to eliminate certain differential diagnoses,
in particular sarcoma [7]. As per some authors, the
mechanism of occurrence of this tumour involves
exogenous factors, such as microtrauma to healthy
skin [8,9]. In our patient, the tumour was located on
the beard, so we can assume that microtrauma
induced by shaving would be the exogenous triggering
factor. This hypothesis holds even more validity
considering black skin, where the hair is
physiologically curved. Thus, after each shave,
individuals may develop pseudo folliculitis of the
beard, which is a specific pathology in black skin and
may be considered a contributing factor. Since its
initial description in 1924 by the author whose name
it bears, it has been accepted that Darier-Ferrand
dermatofibrosarcoma is a very slowly progressing
cutaneous tumour, exceptionally metastatic, yet
primarily exhibits local malignancy, with a strong
tendency for local recurrence [3]. However, cases of
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metastatic dermatofibrosarcoma have been reported
in the literature, with an estimated frequency of 3%
according to Berbis et al [10]. The risk factors for
metastasis include the tumour’s prolonged evolution
(over 20 years) and the frequency of recurrence after
excision. Notably, the lung is the most common site
for metastasis [11,12], emphasizing the importance of
assessing lung involvement. In our patient,
misdiagnosis was mainly due to the use of traditional
medicine as a first therapeutic resort. Indeed, the
efficacy of herbal therapy in the treatment of all
dermatoses, commonly known as "ndoxum siti", is
culturally accepted by patients in our country,
Senegal. Fortunately for our patient, despite 6 years of
misdiagnosis, there was no pulmonary metastasis, as
confirmed by his normal chest CT scan. The
therapeutic approach is surgical and consists of a
monobloc excision with margins exceeding 2.5cm to
avoid recurrence [13], as we did in our patient.
However, some authors advocate Mohs' micrographic
surgery, which is not available in our setting, as the
optimal method for reducing the risk of recurrence. It
consists of performing excision surgery with a
simultaneous anatomopathological
examination during which an anatomopathologist
provides proof of complete excision of the tumour
directly in the operating theatre. Surgical excision
continues until the surgeon reaches the healthy tissue

zone [14].

real-time
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