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Atypical presentation of
dermatofibrosarcoma protuberans: Case
report

Dermatofibrossarcoma protuberans de apresentacao clinica atipica:
relato de um caso

DOT: https://www.dx.doi.org/10.5935/scd1984-8773.20201241207

ABSTRACT

Introduction: Dermatofibrosarcoma protuberans (DFSP) is a local aggressive sarcoma that
presents 60% of recurrences. Rarely it presents lung metastasis too.

Methods: 41 years old man presented a soft tumor in his right hallux for two years. Histo-
pathology has shown spindle-shaped cells arranged in a storiform manner, and immunohisto-
chemistry was CD34 positive.

Discussion: The literature describes some clinical types of DFSP. The most common are:
confluent nodules forming a plaque, sometimes similar to keloids, tumoral lesions, and atro-
phic plaques.

Conclusion: DFSP cases simulating a subcutaneous cyst have been described in the litera-
ture; nevertheless, it is an unusual presentation of this tumor.

Keywords: Dermatofibrosarcoma; Sarcoma; Surgical Procedures, Minor

RESUMO

Introducdo: O dermatofibrossarcoma protuberans (DFSP) é um sarcoma localmente agressivo que apresenta
recidiva local em até 60% dos casos e raras metastases pulmonares.

Meétodos: Paciente masculino, de 41 anos, apresenta tumoragao amolecida a palpagao, localizada no halux
direito ha dois anos. Histopatologia com células fusiformes em arranjo estoriforme. A imuno-histoquimica foi
focalmente positiva para o CD34.

Discussdo: Algumas variantes clinicas sdo descritas. As principais sdo: leses nodulares confluentes formando
uma placa, muitas vezes com aspecto clinico semelhante ao de queloide; lesao tumoral; placa atréfica.
Conclusdo: Casos de DFSP simulando cisto subcutdneo foram encontrados na literatura, porém trata-se de
uma apresentagdo clinica inusitada de DFSP

Palavras-chave: Dermatofibrossarcoma; Procedimentos Cirirgicos Menores; Sarcoma

INTRODUCTION

Described previously by Taylor in 1890, dermatofibro-
sarcoma protuberans (DFSP) is a locally aggressive sarcoma that
presents local recurrence in 60% of the cases besides rare metas-
tases, which are also available to lymph nodes.'*

DEFSP is a rare and infiltrating connective tissue tumor
that represents 1-2% of all sarcomas. DFSP has a prevalence of
0.8 to 5.0 cases per million population per year' and occurs
primarily among youth in the third and fifth decades of life
age, although it may occur to people at any age.>* Due to the
slow and asymptomatic growth of DFSP, the cases diagnosed in
adulthood begin in childhood and approximately 20% occurred
in children. A study observed that the occurrence of DFSP in
black-skinned patients happens two times more in relation to
white-skinned ones, while a gender distribution among them
is the same.*®
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The trunk is the most affected site (50-60% of the cases),
mainly the thorax and shoulders, followed by the proximal re-
gion of the limbs (20-30%), being more common in the upper
limbs.*® Approximately 10 to 15% of cases occur in the head and
neck, mainly in the scalp and malar. In children, a tendency to
acral presentation of the tumor has been described.” Hands and
feet are affected in about 1% of the cases.®’

Approximately 85-90% are low-grade lesions whose be-
havior is an indolent tumor with an average evolution of about
6.4 years at the time of diagnosis."? Occasionally, some areas
of differentiation for high-grade sarcoma within the DFSP are
found. These cases present a more aggressive behavior and have
high rates of recurrence and metastases.”'”

Metastasis are rare and occur in 2-5% of cases. There-
fore, CT scans and laboratory tests are not routinely performed.
Metastasis can spread hematogenously, usually in more advanced
lesions or recurrent lesions, and chest X-rays should be request-
ed for all patients and chest tomography only for those with
pulmonary metastasis.**’

The mean size of the DFSP varies from 2 to 5 cm. In
cases with late treatment, some lesions may reach 20cm in diam-
eter and present multiple satellite nodules. It 1s usually restricted
to the skin. However, recurrent or old lesions may invade other
structures, such as fascia, striated muscle, periosteum, and bones.*

Some reports associate the emergence of DFESP with the
HIV virus infection, renal transplantation and antibody deficien-
cy.'" A previous history of trauma is described in about 10-20%
of cases, being considered a possible etiologic agent.’

In 1993, the immunoreactivity of this tumor was de-
scribed for CD34 that today continues as its main immunohis-
tochemical marker, especially if associated with negativity for
XlIIa factor."

Even after extensive resections, there may be local re-
currences due to the presence of unexpectedly positive mar-
gins, secondary to the microscopic infiltrative pattern of tu-
mor growth. In these cases, a new excision accompanied by
a careful histopathological analysis is indicated.”®” The mean
time to recurrence is about 2-3 years after excision.>>!"
‘We report hitherto the case of a patient with DFSP of unusual
location and atypical clinical presentation.

METHODS
A 41-year-old male presented a softened tumor in the right
hallux with growth for two years (Figure 1 and 2). Pain,
dyspnea or other symptoms were reported. Chest radiography
without alterations.

A right-sided CT scan revealed a nodular formation with
a density of soft tissues and contrast medium of 1.8 x 1.5c¢m in the
subcutaneous tissue near the interphalangeal joint of the first po-
dodactyl. It also presented discrete erosion of the cortical bone in
the epiphysis of the proximal phalanx in contiguity to injury. The
patient was referred to the dermatologic surgery for lesion exci-
sion. It was performed the hallux garrotrum and fusiform incision
above the lesion (Figure 3), with tumor removal and approach of
the borders by simple suture with 4-0 wire (Figure 4).

27

During the surgical procedure, a softened lesion was con-
firmed, simulating cystic lesions. The histopathological appear-
ance revealed spindle cells in a stent-like arrangement which,
upon infiltration of the subcutaneous tissue, shows a honeycomb
appearance and a focally positive immunohistochemistry for
CD34 (Figure 5). In light of the data presented, the diagnosis
of DESP with positive surgical margins was confirmed. Margin
enlargement with freezing was performed and the patient was
sent for a radiotherapy procedure.

DISCUSSION
The progression of DESP is slowly over a long period

of time until it enters a rapidly growing phase." Initially, DFSP
appears as a hardened, purplish or brownish plaque, attached to
the skin, but not to the subcutaneous. After a period that may
vary from years to decades, it occurs the proliferation of multiple

FIGURE 1: Clinical presentation

FIGURE 2: Clinical presentation-medial view
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FIGURE 3: Tumor
excision

FIGURE 4: Post operative

nodules on the plaque, justifying such a name as protuberans.
The DESP can also appear as a single cutaneous nodule, but it
is an unusual clinical presentation.**In the course for the tumor
phase or when it already appears in this phase, some differential
diagnoses must be remembered, such as epidermal cysts, lipomas
or dermatofibromas.*

Some clinical variants are described in the literature, as
long as the main ones are: a) confluent nodular lesions form-
ing a plaque, often similar to the keloid one b) tumor lesion c)
atrophic plaque. In addition, simulating subcutaneous cyst cases
were found in the literature, with similar clinical characteristics
to those presented by the current patient.”'®!”

Cystic presentation is unusual.'™" Gielli et al. presented
a series of 27 cases of cystic DESP observed in a hospital in Italy
during a period of 14 years." Shivartsbeyn et al. showed by mo-
lecular methods that the cell line that formed the pseudocystic
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FIGURE 5: On the left side, the histopathological appearance revealed
spindle cells in a stent-like arrangement which, upon infiltration of the
subcutaneous tissue, shows a honeycomb appearance (hematoxylin and
eosin, 100x). On the right side, focally positive immunohistochemistry
for CD34

part of the DFSP was the same as the main tumor line, allowing
the confirmation of the diagnosis and emphasizing that the cyst
region was of neoplastic origin and did not represent a second-
ary reactional proliferation."

The treatment pillar is performed with complete sur-
gical removal with free margins under light microscope. Two
centimeters margins have been suggested in the literature and
margins of 5 cm may reach less than 5% recurrence. Howev-
er, morbidity is proportional to tumor size, which can lead to
an increase in complications resulting from the procedure, such
as bleeding and surgical wound infections.*®*" Furthemore, the
surgical procedure may require complex reconstructive tech-
niques and cause functional or cosmetic loss.

After surgery, patients should be followed up every six
months for the first three years and annually after that peri-
od. Inspection and palpation of the surgical scar are essential.”
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Adjuvant radiotherapy is indicated in cases with positive margin
when further surgery is not possible. Imatinib (PDGF receptor
inhibitor) has been used as the first safe and effective drug in
DESP systemic therapy. Lesions initially assessed as unresectable
tumors with metastasis in initial presentation or indication of
mutilating surgeries are examples in which the use of such a
drug assists in the reduction and subsequent excision of the tu-
mor.”

CONCLUSION

The cystic aspect is more common in larger tumors. The
cause of this cystic transformation is unknown and represent a
degenerative phenomenon rather than a histopathological vari-
ant."” However, in the aforementioned patient, the tumor pre-
sented reduced size.
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