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Al. » Dermatofibrosarcoma protuberans (DFSP).
e Carcinoma of the skin.
* Malignant melanoma.
* Keloid and hypertrophic scar.
* Epidermal inclusion cyst.
* Lipoma.
* Hemangioma.
* Inguinal hernia.

A2. The best modality of treatment is a wide local surgical excision with pathologically negative
margins.

The patient had excision with free margins. The histopathology was Dermatofibrosarcoma
protuberans, completely excised with free margins all around except the deep margins where femoral
vessels were in close contact. Postoperatively, the patient received local radiation.

DISCUSSION

Dermatofibrosarcoma protuberans (DFSP) is a locally malignant lesion reported in the literature since
1890". In 1924, it was described by Darier and Ferrand and was named ‘Progressive and recurring
dermatofibrosarcoma or skin fibrosarcoma’’. Hoffman, in 1925, named it dermatofibrosarcoma
protuberans’.

DFSP is a malignant skin lesion, which originates from the fibroblast cells in the dermis and invades
deeper layers like fat, fascia, muscle, bone or even blood vessels.

DFSP tumors have the chromosomal translocation t(17;22) in over 90% of cases. The collagen gene
fuses with the platelet-deriver growth factor gene. The fusion gene in the fibroblast is expressed in the
belief that it codes for collagen. The fusion protein is processed into mature platelet-derived growth
factor which is a potent growth factor. Fibroblasts start a self-stimulatory growth signal because it
contai?s the receptor for the growth factor. This stimulates the rapid cell division and formation of the
tumor”.

DFSP has no racial predilection and almost equal sexual distribution or a slight female
predominance’.

Patients with DFSP typically present with a small papule or patch, which is likely unnoticed at the
start. The tumor gradually increases in size until it becomes a nodule, or spreads wider into an
atrophic and/or sclerotic plaque. Rapid growth, ulceration and hemorrhage may complicate the
picture. Usually the surface of lesion is telangiectatic.



DFSP mostly involves the trunk (42-72%), followed by the proximal extremities (16-30%); rarely it
involves above the neck (10-16%)".

No staging system developed by the American Joint Committee on Cancer for DFSP due to its very
low risk of metastasis. The disease is mostly local. A staging system was published in “Short
German guidelines for clinical use.

e Stage | - Primary tumor, localized disease
o Stage II - Lymph node metastasis
o Stage III - Distant metastasis’

Diagnosis of DFSP is mainly clinical. Pulmonary metastasis could be detected by chest radiography.
Ultrasonography may be helpful for measuring the extent of DFSP locally and for regional lymph
node metastasis. Computed tomography scanning is indicated in certain conditions. MRI is helpful
for preoperative assessment, to define the approximate tumor border and depth. Fluorodeoxyglucose
(FDG)—positron emission tomography scanning may also be helpful in diagnosing metastatic disease.

Fine needle aspiration cytology in DFSP is not a standard diagnostic test, but reverse transcriptase
polymerase chain reaction (RT-PCR) and fluorescence in situ hybridization (FISH) could be used as
screening tools for the presence of COL1A1-PDGFB fusion gene before initiation of oral Imatinib
molecular-targeted therapy. Imatinib is sensitive in DFSP tumors which has the classic t(17;22)
translocation mutation. A skin biopsy is essential for definitive diagnosis of dermatofibrosarcoma
protuberans (DFSP)°.

Conventional chemotherapy is not used in the treatment of DFSP. Radiation therapy (RT) has been
used in combination with surgery. Radiation therapy is recommended for patients if the margins of
resection are positive or adequate wide excision is not possible because it may result in major
cosmetic or functional deficits®.
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