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Abstract : Pigmentd variant of dermatofibosarcoma protuberans(DFSP) are one of the rarest tumor. It was
first described by Bednar in 1957. The tumor consists only 1-5% of all dermatofibosarcoma
protuberans(DFSP). Here we present, a 55 year old male patient complaining of abdominal lump for
more than 5 years . FNAC of the tumor goes in the favor of spindle cell tumor with occasional black
pigment containing cell . Histologically , we appreciated storiform pattern of the tumor and honeycomb
apparence, in some areas. Finally, immunohistochemistry confirms the diagnosis of Bednar tumor or
pigmented variant of dermatofibrosarcoma protuberans(DFSP)
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I.  Introduction
Dermatofibrosarcoma protuberans(DFSP) has been regarded as a fibrous tumor of
intermediate malignancy because it is best known for relentless growth and proneness to
recur rather than metastasis . It is a tumor mostly seen in adults. These tumors mainly arise
from the trunk and proximal extremites. It is now very clear that bednar tumor is a
pigmented variant of dermatofibrosarcoma  protuberans (DFSP) ,rather than storiform
neurofibroma (in earlier nomenclature).

11. Case report

A 55 year old male came to our institution with complain of abdominal lump in right inguinal
fossa region. On examination ,the lump was found on the abdominal wall,which was fixed to the skin but
not with the underlying structure and it was non-tender. No regional lymphadenopthy was noticed.
FNAC of the lump was reported as ‘ spindle cell tumor with pigment containing cell impingement’. Wide local
excision of the tumor had been done. The excised tumor was recieved for histopathology report . On gross
examination, received tissue specimen was in two bits, of which larger bit was of size 11lcmx7cmx2cm
and smaller bit 5ecmx5cmx1.5¢cm, yellowish- brown in color, firm to hard in consistency, black colored pigment
was noticed ina scattered fashion within the tumor (fig-1).

Microscopically, the tumor predominantly showed a storiform pattern (fig-2) . The tumor cells
were dense aggregate of monotonous fibroblastic cells , that was spindle in shape with taperd nuclei and
inconspicuous nucleoli. The spindle cells were infiltrating into the underlying dermis around skin
appendages and into the subcutaneous tissue. The presence of occasional dendritic cell with various
proportion of pigment was noticed (fig-3). The pigments were negative for iron staining. Occasionally the
tumor cells were found to grow within the septa of the skin appendages giving them a honeycomb
appearance. Few areas of hemorrhage and necrosis were also seen. Immunochistochemistry was done
for CD-34,CD-10,S-100 for confirmation of the diagnosis. The tumor was CD-34 positive (fig-4a) and S-
100 negative (fig-4b) which distinguished itself from benign fibrous histiocytoma (CD-34 negative) and
neurofibroma (S-100 positive).

I11. Discussion
Dermatofibrosarcoma protuberans is best regarded as awell differentiated primary fibrosarcoma of
the skin. Pigmented variant of dermatofibrosarcoma protuberans are very rare 3% The genetic features
of Bednar tumor are identical to those of ordinary dermatofibrosarcomas, and it is now clear that these
represent simply morphologic variants of this tumor, rather than neural neoplasms®. It is seen in
young to middle-aged adults in the fourth decade with very occasional cases in the pediatric age group®” .
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The most common site of the bednar tumor is trunk and proximal extremities®®*”. These tumors are
charecterised by the relentless growth over the years. The growth pattern of the tumor in that case is multi
lobular  to nodular type, growing deep into the subcutaneous areolar tissue. Neuro-ectodermal
differentiation or melanocytic colonization are the two proposed theories for histogenesis for the Bednar
tumor. Pigment layden dendritic cell differentiate Bednar tumor from the conventional dermatofibrosarcoma
protuberans. These pigment containing dendritic cells and extracellular pigment are diffusely located in the
substance of the tumor. It has been suggested that this finding indicates that the tumor synthesizes melanin
rather than phagocytosis, although others have suggested that the tumor is simply colonized by melanin-
bearing cells™!. These cells differentiate the tumor from melanoma.

The number of melanocyte containing cells varies from case to case. Abundant pigmented dendritic
cells can cause black discoloration of the tumor?.CD34 has been considered to be the most useful marker
for distinguishing DFSP from other fibrohistiocytic tumors such as dermatofibroma, malignant fibrous
histiocytoma, and scar tissue™. CD-34 positivity and CD-10 negativity supports the diagnosis of
dermatofibrosarcoma protuberans and exclude and benign fibrous histiocytoma ,S-100 negativity exclude
the diagnosis of pigmented variant of neurofibroma. But pigmented dendritic cells in many cases of bednar
tumor are S-100 positive. Bednar tumor are prone to recur rather than matastasis™".

IV. Figures

Fig-1
Fig 1-Gross ;yellow brown color tumor with black color pigment and skin appendages.
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Fig-2 —Slender spindle cells arranged in a distinct storiform pattern charecteristic of dermatofibrosarcoma
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protuberans(H and E stain-5X)

Fig-3

Fig-3 -Pigmented variant of dermatofibrosarcoma
protuberans,black colour pigment present in dendritic cell
(H and E stain-40X)

Fig-4a
Fig-4a IHC ; CD-34-positive
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.Fig-4b- IHC ; S-100-negative

V. Conclusion
Bed nartumor or pigmented variant of dermatofibrosarcomaprotuberansis a very rare tumor with

prominant stori form pattern and tumor is impinged with pigmented dendritc cells. The mostuseful marker for
thesetumors are CD-34 ,whichisalmostalways positive and differentiatesit from benignfibroushistiocytoma.
They are S-100 negative,which differentiates it from neurofibroma. Complete extirpation with close follow-up
care is indicated for this neoplasm although metastases are rare.
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