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An Unusual Soft Tissue Tumor:
Dermatofibrosarcoma Protuberans:
Differential Diagnosis

Nadir Goriilen Bir Yumusak Doku Tiimori:
Dermatofibrosarkom Protuberans

ABSTRACT Dermatofibrosarcoma protuberans is a rare, locally aggressive, dermal and subcutane-
ous fibrohystiocytic tumor that commonly appears in adult patients. The etiopathogenesis of der-
matofibrosarcoma protuberans remains unclear. It is characterized by slow growth and a high rate
of recurrence but limited potential for metastasis. The most common presentation is an indurated
plaque with red-brown exophytic nodules on the trunk and proximal extremities. The diagnosis is
made by histopatological examination. Wide excision is the conventional treatment of dermato-
fibrosarcoma protuberans. Herein we describe a case of a 39-year-old woman who has had a giant
dermatofibrosarcoma protuberans on the abdominal wall for fifteen years and was treated with sur-
gical excision.
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OZET Dermatofibrosarkom protuberans siklikla erigkinlerde gériilen, lokal agresif, dermal ve sub-
kutan6z dokudan kaynaklanan nadir bir fibrohistiositik tiimérdiir. Etiyopatogenezi tam olarak an-
lagilamamistir. Yavas biiytime hizi, sik rekiirrens ve nadir metastazla karakterizedir. En sik rastlanan
formu govde ve proksimal ekstremitelerde yerlesen indiire plak iizerindeki ekzofitik tiimoral lez-
yonlardir. Tan: histopatolojik inceleme ile konur. Konvansiyonel tedavisi genis eksizyondur. Karin
duvarinda 15 yildir devam eden biiyiik nodiiler lezyona dermatofibrosarkom tanisi konan ve cer-
rahi eksizyonla tedavi edilen 39 yasinda bir kadin olgu sunulmaktadar.

Anahtar Kelimeler: Dermatofibrosarkom; yumusak doku neoplazmlari
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ermatofibrosarcoma protuberans (DFSP) is a rare, locally aggressi-

ve dermal and subcutaneous fibrohystioctyic tumour that com-

monly appears in adult patients. It accounts for less than 0.1% of
all malignant neoplasms and represents 2-6% of all soft tissue sarcomas.!
We present a case of giant DFSP because of its rare occurrence.

A 31-year-old woman presented with a history of multiple asympto-
matic swellings on her abdominal wall approximately for 15 years. Her self
and family history was unremarkable. Dermatological examination revea-
led firm, livid colored four tumerous lesions, localized to a well-defined,
indurated, red-brown, morphea-like plaque of 10 x 20 cm diameters above
the umbilicus (Figure 1). Routine laboratory investigations were within nor-
mal ranges and chest X-ray and abdominal computerized tomography reve-
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aled no abnormalities. On the histopathological ex-
amination, a tumoral lesion extending to the subcu-
tis was determined. There was no grenz zone
between the epidermis and the tumor. The tumor
composed of interwoven bundles of spindle cells
with plump nuclei arranged in a storiform or cart-
wheel pattern (Figure 2). Immunostaining of CD34
was strongly positive (Figure 3). A diagnosis of
DFSP was made. Tumerous lesions were excised to-
gether with the indurated plaque. There was no oc-

currence during the 1 year follow-up period.

FIGURE 1: Tumerous lesions, localized to well defined morphea-like plaque.

FIGURE 2: Tumoral infiltration extending to the subcutis (HE, x10).
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FIGURE 3: Immunostaining of CD34 x, 20.

DISCUSSION

The histiogenesis of DFSP remains unclear. Fibro-
histiocytic, fibroblastic, periadnexial dendritic and
neural-related differentiation have all been sugges-
ted.! Reports indicate that 33% of patients had a
history of prior trauma, which may be related to
the site of occurrence or the nodular appearance of
the tumor.? DFSP arises from the arrangement of
chromosomes 17 and 22, with the fusion between
the collagen type 1lal gene (COLIA1) and platelet-
derived growth factor (PDGB) B-chain expression
and activation of PDGF receptor  (PDGFRb) pro-
tein tyrosine kinase.>*

The initial clinical presentation of DFSP is char-
acterized by a slow growing raised asymptomatic le-
sion; it eventually enters a more rapid growth phase
that may result with one or more nodules. Due to its
indolent onset, the patient may present for evalua-
tion when the tumor is several centimeters in size,
like our patient. She has waited for 16 years for a
dermatological examination. The clinical morpho-
logy of DFSP is variable. The most common form is
a firm, indurated plaque with red-brown exophytic
nodules as in our patient. It also may present with
nontuberant forms like atrophic, violaceous lesions
resembling morphea, anetoderma, sclerosing basal
cell carsinoma, angioma-like lesions or scar."” Alt-
hough DFSP is highly invasive it rarely metastasizes
even after local recurrence. We did not determine
any metastases and recurrence after 1 year. As in our
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patient, the most common site of this lesion is the
trunk as in our patient, followed by the extremities.

Diagnosis is made histopathologically. DFSP
usually exhibits dense, atypical, spindle shaped fi-
brocytes arranged in a characteristic cartwheel pat-
tern. The proliferation usually infiltrates the
subcutaneous adipose tissue. In immunohistoche-
mical examination, CD34 is a useful marker to dis-
tinguish DFSP from other soft tissue proliferations
like deep penetrating dermatofibroma and cellular
benign fibrous histiocytoma. DFSP, in contrast to
dermatofibroma, reacts negatively towards anti-
factor XIII."> Our patient had typical histopatholo-
gical appearance and CD34 staining was positive.

Wide excision remains the mainstay of treat-
ment for DFSP with an expended local recurrence
rate of less than 10%.° Mohs surgery was reported
to be an extremely effective method of resection,
with a low rate of local recurrence.® Adjuvant ra-
diotherapy, chemotherapy and imatinib may be
helpful to decrease local recurrence rates.! In our
patient, wide excision was performed.

In conclusion, DFSP is an uncommon cutane-
ous malignancy and may be confused with several
benign and malignant tumors. In clinical settings,
indolent and slow growing tumors should be con-
sidered suggestive for DFSP and a histopathological
examination should be made.
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