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Dermatofibrosarcoma protuberans 
simulating keloid
Dermatofibrossarcoma protuberante mimetizando queloide
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ABSTRACT
Dermatofibrosarcoma protuberans is a locally aggressive sarcoma of intermediate malignancy 
that predominates in the range of young adults to middle age. Congenital or childhood lesions 
are rare but have been reported. It can be misdiagnosed and incompletely excised in the early 
stages, which increases the risk of recurrence. The present article reports the case of a 24-year-
old male patient presenting a hyperchromic macula in the abdominal region from birth that 
evolved into a tumor after several surgical approaches. Biopsy and immunohistochemistry 
confirmed the diagnosis of dermatofibrosarcoma protuberans, and the lesion was excised with 
a 3 cm margin.
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RESU MO
O dermatofibrossarcoma protuberante é um sarcoma localmente agressivo, de malignidade intermediária, que 
predomina na faixa de adultos jovens à meia-idade. Lesões congênitas ou na infância são raras, mas foram 
relatadas. Nos estágios precoces, pode ser mal diagnosticado e ser incompletamente excisado, o que aumenta 
o risco de recorrências. Relata-se o caso de paciente do sexo masculino, de 24 anos, com história de mácula 
hipercrômica em região abdominal desde o nascimento que evoluiu para tumoração após duas abordagens 
cirúrgicas. Biópsia e imuno-histoquímica confirmaram o diagnóstico de dermatofibrossarcoma protuberante, e 
a lesão foi excisada com margem de 3cm.  
Palavras-chave: Dermatofibrossarcoma; Neoplasias de Tecido Fibroso; Sarcoma

INTRODUCTION
Dermatofibrosarcoma protuberans (DFSP) is a fibrohis-

tiocytic tumor of intermediate malignancy, which, although 
rare, represents the majority of cutaneous sarcomas. It is locally 
aggressive, with high rates of recurrence but low metastatic po-
tential. DFSP occurs more in the age group of 20 to 50 years and 
has a slight predominance in males.1,2,6

The most frequent location is the trunk (40-60%), follo-
wed by the limbs (20-30%) and the head and neck (10-15%).3  
It is exceptionally described on the abdominal wall, as it repre-
sents the soft tissue tumor, less frequent in this region.4

In its initial phase, DFSP presents as a hardened plaque, 
asymptomatic, skin color, violet, reddish-brown, or hyperchro-
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mic, similar to keloid. Eventually, DFSP develops reddish-brown 
nodules up to several centimeters in diameter. In palpation, the 
lesion is solid and adhered to the subcutaneous tissue. There are 
reports of lesions that develop after trauma or in previous sur-
gical scar.1,3,7

In histopathological examination, DFSP presents a uni-
form, dense collection of spindle cells arranged as short fascicles 
in a “storiform” or mat-like arrangement with low nuclear pleo-
morphism and low mitotic activity. The cells infiltrate the sub-
cutaneous tissue forming a “honeycomb” pattern. Deep cellular 
projections toward the fascia and muscle hinder delimitation and 
surgical removal of the DFSP.3,5,6

The immunohistochemistry test of DFSP shows fusiform 
cells positive for CD34 and factor XIIIa negative, which helps 
in the differential diagnosis with dermatofibroma, in which cells 
are CD34 negative and factor XIIIa positive.2,7,8

Complete surgical excision, including Mohs microgra-
phic surgery, is the standard treatment for DFSP. Imatinib mesy-
late has been tried in patients with unresectable, recurrent, and/
or metastatic DFSP.2

The aim of this study is to highlight the importance of 
early diagnosis of DFSP, which, although rare, can clinically si-
mulate various cutaneous lesions, such as keloids. The first sur-
gical approach with broad margins has a greater curative chance, 
reducing risk for local recurrences and high morbidity.

CASE REPORT
A 24-year-old male patient from Belo Horizonte, Brazil, 

with lesion in the abdominal epigastric region from birth, which 
began as a hyperchromic macula accompanied by pain at the site.

A biopsy was performed at 12 years of age, suggestive of 
keloid according to the patient, who did not present the anato-
mopathological result at the medical appointment. The patient 
underwent the surgical approach at 12 and 16 years of age, with 
posterior recurrence and lesion growth, which progressed to no-
dules and skin color plaques. He also did not have the histologi-
cal results of these surgeries.

At age 24, he was submitted to a new biopsy requested by 
a dermatologist, which was suggestive of fibromixoma without 
signs of malignancy. The patient was referred to the Dermatolo-
gy service of the Santa Casa de Belo Horizonte for propaedeutic 
extension. Physical examination showed a lobate erythematou-
s-violet tumor with fibrous consistency of approximately 8 x 6 
cm in the abdominal epigastric region (Images 1 and 2).

According to the clinical presentation, the main suspi-
cion was DFSP and, therefore, a revision of the anatomopatho-
logical slide was performed. The review revealed spindle cells 
in a storiform arrangement and the material was submitted to 
immunohistochemical evaluation (Image 3). Immunohistoche-
mistry revealed positivity for the CD34 antibody, being conclu-
sive of DFSP, corroborating with the main clinical diagnostic 
hypothesis.

In addition, the patient was submitted to a nuclear mag-
netic resonance, to evaluate the extent of the lesion and local 
invasion. The examination showed multiloculated expansive le-

sions in the skin and subcutaneous and a hepatic nodule and may 
correspond to secondary neoplastic involvement. However, the 
nodule propaedeutics did not show, until now, any relation with 
the cutaneous neoplasia.

The lesion was excised by the plastic surgery team, with 
a margin of three centimeters, with removal of the fascia of the 
rectus abdominis muscle and wall closure by reverse abdomino-
plasty, with good aesthetic results (Images 4 and 5). As discus-
sed with a pathologist, the anatomopathological of the surgical 

Figure 1: 
Erythematous-
violaceous lobulated 
tumor of fibrous 
consistency of 
approximately 8 x 6 
cm in the abdominal 
epigastric region

Figure 2: 
Erythematous-
violaceous lobulated 
tumor in the 
abdominal epigastric 
region
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specimen was compatible with DFSP with fragments of muscle 
fascia free from neoplasia and the possibility of more aggressive 
transformation in the part analyzed was excluded.

No adjuvant treatment was given. At the moment, one 
year after the surgical procedure, the patient has no evidence of 
local or distant recurrences.

DISCUSSION
The DFSP is a neoplasm of spindle cells with intermedia-

te malignancy and low risk of metastasis. However, the indolent 
behavior of the tumor and its inaccurate characteristics often 
lead to delays in its perception by patients and physicians, leading 
to delays in diagnosis. Moreover, due to the higher prevalence 
of cases of basal cell carcinomas, squamous cell carcinomas and 
cutaneous melanomas, dermatologists are more familiar with the 
diagnosis, prognosis and treatment of these neoplasms.1,3

The early stage of DFSP can be misdiagnosed as a benign 
tumor and incompletely excised because it is a nonspecific and 
asymptomatic lesion. The clinical differential diagnosis includes 
keloid, dermatofibroma, dermatomyofibroma and morphea.2,7

Proper collection of material for anatomopathological 
(AP) is extremely important because superficial samples of ma-
terial for AP may not produce diagnostic material.2

The first intervention is of extreme importance, since 
tumor spread after the first inadequate resection may lead to 
uncontrolled local growth or metastasis.1

The high rates of local recurrence accompanied by the 
high morbidity of DFSP justify the effort in the early diagnosis 
and the need for initial treatment, which allows a higher rate of 
cure.3,7,9

Lesions with multiple recurrences after initial treatment 
appear to be more likely to differentiate into high-grade malig-
nancies with increased risk of metastases.3

The main prognostic factors are inadequate surgical re-
moval with compromised margins, large tumors located in the 
head and presence of fibrosarcoma areas in histology.3

The treatment with greater curative chances is surgical 
resection with wide local excision. The microscopic spread of 

Figure 5: Removal 
of the surgical 
specimen and 
immediate 
postoperative period

Figure 3: Anatomopathological showing spindle cells in a stent-like 
arrangement  

Figure 4: Preoperative marking
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the tumor by projections of tumor cells, similar to tentacles, un-
der clinically normal skin, makes complete surgical removal of 
the lesion difficult. When possible, Mohs micrographic surgery 

has the highest cure rates for this tumor.1,3 In this case, we opted 
for conventional surgery with wide surgical margins made by 
plastic surgery due to the large extent of the lesion. l




