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1   |   BACKGROUND

DermatoFibroSarcoma Protuberans (DFSP) is a rare, 
slow growing, recurrent tumor arising mostly from the 
dermis and subcutaneous fat. Patients present with slow 
growing multinodular solitary growth in trunk with 
recurrence post treatment.1 DFSP is a CD34-positive 
tumor with a predominance of spindle cells in the his-
topathological sections. The etiological association with 
the COL1A1-PDGFB has led to the dramatic response to 
the new therapeutic lineage of tyrosine kinase inhibitor–
imatinib mesylate.2 Given the lack of availability of the 
FDA-approved targeted therapy, imatinib mesylate for re-
current DFSP in a resource-poor setting like ours, priority 
should be given toward wide local excision with 2–4 cm 
margin in its treatment. The median age of onset of dis-
ease is around 40 years with male predominance.3 The 
histopathology of DFSP, which is the confirmatory test, 
shows storiform collagenoma with pleomorphism of the 
spindle cells of the dermis.4 The mitotic rate in the spindle 
cells co-relates with the metastasis, which is rare.5 DFSP 
is difficult for the clinicians to diagnose and treat because 
of the rarity of the disease, non-specific presentation and 

high degree of recurrence. Here, we report a rare case re-
port of DFSP with complete cure post wide local excision.

2   |   OBSERVATION

A 64-year-old male patient from Kathmandu retired ser-
viceman presented with asymptomatic to occasionally 
painful slow growing lesion over upper back, left scapu-
lar region for 16 years. Initially, single pinhead sized, 
firm, raised lesion in red color was noted over left upper 
back that increased in size and number with largest one 
showing multinodular appearance and firm consistency. 
Lesions evolved over a period of years with 3 in number 
and larger plaque progressed to form indurated infiltrated 
plaque with surrounding redness and prominent over-
lying solitary papule in the other small plaque. On ex-
amination, 3 plaques were noted with the largest plaque 
4 × 3 cm in size roughly oval in shape over the left upper 
back in the scapular region, approximately 5 cm from 
mid-vertebral line of the spine (Figure 1). Biopsy was done 
which showed storiform collagenoma of the spindle cells 
with a whorled pattern. Wide local excision with 2–4 cm 
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Abstract
DermatoFibroSarcoma Protuberans (DFSP) is a rare recurrent fibrohistiocytic 
tumor. Given the limitation of available diagnostic modalities in a resource poor 
setting, diagnosis can be confusing. As most of the tumors recur with time, our 
case of complete cure was interesting phenomenon observed in our case.
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margin was done along with reconstruction with Z-plasty 
flaps (Figure  2). The excision site with reconstruction 
healed over time with minimal scarring (Figure 3). There 
was complete cure of the disease post treatment with no 
recurrence till date. New lesions have not evolved over 
the same site for 2 years now, and the lesion has healed 

with no symptoms and minimal scarring. There was mini-
mal defect post resection with only 5 × 1  cm linear scar 
achieved with advancement flap.

3   |   DISCUSSION

DermatoFibroSarcoma Protuberans is a recurrent, locally 
invasive tumor arising mostly from the dermis and sub-
cutaneous fat. Patients mostly present with slow growing 
multinodular growth in trunk.1 It is predominantly seen 
in in the age range 20–40 years, in which skin-colored, in-
durated, multinodular solitary plaque is seen over trunk, 
shoulder and pelvic areas. There is no gender predilection 
of the disease.6 Recurrence is a common rule in DFSP, and 
most of the tumors exhibit recurrence that warrant wide 
excision with margin. Even after years of treatment, pa-
tients can present with lesions suggestive of the disease 
that need surgery along with reconstruction flaps.7 These 
tumors have locally invasive potential and need recur-
rent surveillance and follow-up visits along with proper 
counseling.8 As DFSP is rare, given the limitation of avail-
able diagnostic modalities such as immunohistochemistry 
(IHC), in a resource-poor setting, diagnosis can be con-
fusing. Diagnosis can be made with good clinical acumen, 
histopathology and IHC. With proper diagnosis, overall 
prevalence of the disease can be estimated and clinical 
therapeutic trials can be performed with timely preven-
tion of fibrosarcomatous transformation in those with po-
tential. DFSP has the potential for recurrence and local 
invasion of tissues nearby.
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F I G U R E  1   Large plaque 4 × 3 cm in size roughly oval in shape 
over the left upper back in the scapular region

F I G U R E  2   Wide local excision of DermatoFibroSarcoma 
Protuberans (DFSP) with flap reconstruction

F I G U R E  3   Healed excision site with minimal scar post 
treatment
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