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CASE REPORT

Fig. 1. An asymptomatic firm flesh-colored nodule on the 
forehead.

Recurrent Dermatofibrosarcoma Protuberans of Scalp 
in a Distant Location 10 Years after Primary Excision
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Dermatofibrosarcoma protuberans (DFSP) is a slow growing 
low-grade cutaneous sarcoma. Local recurrence after ex-
cision is common due to the poorly defined periphery that 
renders histological control of surgical margin difficult, Mohs 
micrographic surgery is the optimal method for treatment. A 
41 years old male patient, who had a previous history of 
DFSP, came to our dermatology clinic for evaluation of an 
asymptomatic firm flesh-colored nodule on the forehead. 
Total excision biopsy was done and the mass was histologi-
cally proved as DFSP. Wide excision with reconstruction 
was performed and showed no sign of recurrence till 
18-month follow up. Local recurrence is known to be com-
mon for DFSP but a new visible lesion distant from the initial 
site may be confused as a de novo lesion or a benign neo-
plasm especially in scalp area, and thus interrupt early de-
tection of DFSP. Herein, we report a case of recurrent DFSP 
of scalp which recurred distant from the original lesion. (Ann 
Dermatol 30(2) 226∼228, 2018)

-Keywords-
Dermatofibrosarcoma, Mohs surgery, Neoplasm 

INTRODUCTION

Dermatofibrosarcoma protuberans (DFSP) is an uncommon 
cutaneous sarcoma with dermal fibroblastic origin that in-
filtrates through the dermis and subcutaneous fat. The tu-
mor presents as a pink or purple indurated plaque. It can 
easily be misdiagnosed as a benign neoplasm1. It rarely 
metastasizes to distant organ, although local recurrence af-
ter excision is common due to aggressive local growth 
and uncertain margin of tumors. Here we report a case of 
recurred DFSP in a distant location 10 years after primary 
excision along with literature review.

CASE REPORT 

A 41-year-old male patient came to our dermatology clinic 
for evaluation of an asymptomatic firm flesh-colored nod-
ule on the forehead which appeared 4 months prior to the 
visit (Fig. 1). The patient had a previous history of DFSP 
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Fig. 2. (A) Densely packed spindle cells in storiform pattern (H&E, ×40). (B) Spindle cells with elongated nuclei infiltrates to fat 
layer and shows honeycomb appearance (H&E, ×100). (C) Immunohistochemistry results shows positivity for CD34 (CD34, ×100).

on the fronto-vertex scalp that was thought to be com-
pletely removed through wide excision with local triple 
advancement flap 10 years ago. There was no specific le-
sion on forehead at that time. Excision biopsy was done 
on the new lesion under the impression of DFSP and seba-
ceous cyst. Histopathological examination of the obtained 
specimen showed densely packed uniform spindle cells in 
storiform pattern with elongated nuclei (Fig. 2A, B). Immu-
nohistochemistry findings revealed positive results for 
CD34 (Fig. 2C) but negative for CD68, smooth-muscle ac-
tin (SMA), or S-100 protein.
Pathologic report confirmed that the tumor was consistent 
with DFSP. Subsequently, Mohs micrographic surgery (MMS) 
was performed. Due to continuous infiltrated margin even 
after 4 stages of Mohs excision with 5 mm margin, the pa-
tient was transferred to department of plastic surgery. 
Wide excision with reconstruction by thoracodorsal artery 
perforator flap was performed. There was no evidence of 
tumor’s local recurrence or metastasis during 18-month of 
follow up.

DISCUSSION 

DFSP is a rare fibrohistiocytic tumor. It accounts for less 
than 0.1% of all malignancies and approximately 1% of 
soft-tissue sarcoma1,2. DFSP typically arises in youthful in-
dividuals aged 20∼40 years3. The origin of cells in DFSP 
is believed to be a dermal stem cell or an undifferentiated 
mesenchymal cell with fibroblastic, muscular, and neuro-
logic features4.
DFSP usually presents as a purple to pinkish firm dermal 
nodule or plaque. The most common affected sites are 
trunk and extremities, followed by head and neck region5.
Histologically, DFSP consists of densely arranged stori-
form and cartwheel fascicles of spindle cells with elon-
gated nuclei. Cells of DFSP show little atypia or mitotic 
activity. The epidermis above DFSP is separated from the 
tumor by a Grenz zone. DFSP usually infiltrates subcuta-
neous fat or skeletal muscles with a characteristic honey-
comb pattern6. DFSP characteristically shows high expres-
sion of CD34 and vimentin antigens. It occasionally shows 
focal expression of SMA. However, it has negative ex-
pression for S-100 protein, factor XIIIa, or D2-401,6.
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DFSP can easily recur after simple excision because of its 
indefinite margin. Therefore, MMS needs to be performed 
to remove DFSP clearly. Gloster et al.7 has insisted that 
MMS is the treatment of choice for DFSP. In their report, 
all cases were treated with either surgical wide excision or 
MMS. Recurrence rate of MMS was 1.6% while recurrence 
rate of wide excision was 20%. This result can also be ap-
plied in cases when DFSP is localized to scalp. Loss and 
Zeitouni8 have reported that the recurrence rate of scalp 
DFSP treated by surgical excision is 35%. In addition, 7 
cases treated by MMS did not develop any local recurrence.
In the current case, it was difficult to suspect DFSP from 
the first impression due to difference between the chief 
complaint (a skin-colored tiny nodule on forehead) and 
the typical clinical manifestation of DFSP. In addition, 
DFSP rarely shows distal metastasis. However, there was a 
lesion on the patient’s forehead which was not located 
close to the previously treated DFSP lesion on the fron-
to-vertex scalp. Nevertheless, we considered the possi-
bility of DFSP. MMS was performed to treat DFSP with 
minimized recurrence and additional wide excision with a 
full thickness skin graft was done. The final pathologic re-
port showed that there was local recurrence on the pre-
viously treated DFSP lesions. Recurred tumor had spread 
subclinically to the forehead. Therefore, when a suspi-
cious lesion is observed on the skin of a patient who has a 
history of DFSP, the possibility of DFSP should not be over-
looked, especially in the scalp, including the forehead. 
The lesion should be examined through skin biopsy for 
timely treatment.
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