
• Dermatofibrosarcoma protuberans 
(DFSP) is a rare,  slow-growing,  highly 
infiltrative soft tissue tumor with low 
metastatic potential.

• Usually located on the trunk or 
extremities, but rarely the digits

• Staining and cytogenetic studies are 
critical for accurate diagnosis

• We report a case of DFSP on the digit of a 
43-year-old male that presented initially 
as an atypical CD34 positive tumor. 
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Introduction

Case report
• 43-year-old male presented with a painless 

well-circumscribed slow-growing nodule on 
the dorsum of the third digit for 1 year.

• Ddx: cellular digital fibroma, rheumatoid 
nodule, cholesterol nodule and giant cell 
tumor of the tendon sheath.

• Pathologic findings:
• Whorled spindle cell proliferation 

in a storiform pattern within the 
dermis [Fig 1 & 2]

• Diffuse CD34 positive staining in 
tumor cells [Fig 3]

• Patchy positive staining for EMA
• Negative for Factor XIIIa, SOX-10 

and STAT6
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Figure 1: H&E stain at 40x showing spindle cell 
proliferation in the dermis.

Figure 3: H&E stain at 200x showing characteristic 

spindle cells arranged in a whorling storiform pattern 

with elongated nuclei.

Figure 2: Immunohistochemistry stain at 40x showing 

diffuse positivity for CD34

• This case is one of only a handful of reported 
cases of DFSP presenting on the digit.

• The COL1A1-PDGFB translocation contains the 
chromosomal abnormality t(17;22)(q22;q13), 
which contributes to the pathogenesis of this rare 
soft tissue sarcoma [1].

• With equivocal staining, cytogenetic analysis for 
this fusion gene can be used to exclude a diagnosis 
of DFSP in patients with overlapping features, such 
as with a CD34+ dermatofibroma [2].

• Because of the aggressive nature of this tumor, 
Mohs surgery with histologic marginal overlook is 
performed. Occasionally, partial amputation may 
be necessary due to limited availability of tissue 
for preservation [3].

• It is crucial that cytogenetic studies be performed 

on digital slow-growing nodules to differentiate 

between a clinically similar benign lesion, 

specifically CD34+ cellular digital fibroma, and a 

malignant DFSP.
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• FISH analysis showed an abnormal 
pattern of the PDGFB (22q13.1) locus

• Diagnosed with DFSP based on clinical, 
histologic, and cytogenetic findings.

• Referred to Mohs micrographic surgery 
for prompt removal.
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