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ABSTRACT Background- Dermatofibroma sarcoma protuberans(DFSP) of scalp is a rare, low grade, locally
infiltrative sarcoma. It originates from the fibroblasts in the dermal layer of skin.
Case description- We describe such a case in a 39- year old male for whom wide local excision of the lesion with adequate

margin was done. Microscopic and immunohistochemical findings established the diagnosis of DFSP
Conclusion- This case is significant as DFSP presenting on the scalp is very rare and accounts for less than 5% of all DFSP

occurrence.

Case report-A 39 year old male presented to the OPD
complaining of a diffuse discoloration and swelling on his
scalp since 4 years. The patient gave a history of two recurrent
surgeries been done on the scalp within the past one year
which was unsuccessful. The recent excisional biopsy gave a
histopatholgical diagnosis of dermatofibrosarcoma
protuberans. The CT scan showed no periosteal involvement
of the skull and no significant neck nodes were seen. The chest
xray and USG abdomen were unremarkable.

Wide excision of the lesion with rotational flap and skin graft
coverage was planned for the patient. An anterolateral thigh
free flap was kept as standby, to be used in case the coverage
deemed insufficient.

The patient was scrubbed and draped according to standard
protocol followed by nasotracheal intubation. Careful marking
was made with a safe margin of 1.5cm. Complete excision of the
lesion was done sparing the periosteum. A superiorly and
inferiorly based rotational flap was attempted which
successtully closed the defect. A split thickness skin graft was
harvested from the thigh and was used to cover the lateral
temporal defect created by the rotational flap. A pressure
bandage was placed and the operative area was immobilized
for 10 days. Post-operative healing was uneventful.

Fig 1 - Preoperative marking

Fig2- PostExcisiondefect
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Fig 3 - After Rotationtal advancement and skin graft
placement

Fig 4 - Tumor Specimen

.

The patient has completed 24 months of follow-up and is
disease free.

DISCUSSION-

DFSP is alocally aggressive, tumor with a marked propensity
for recurrence. In 1924, Darier and Ferrand first described the
entity of DFSP as a "progressive and recurring
dermatofibroma”, underscoring its predilection for local
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recurrence (1). Hoffman reported three new cases and
proposed the term DFSP in 1925.(2)

DFSP has been seen to be associated with rearrangement of
chromosome 17 and 22 and they are characterized by a
supernumerary ring chromosome composed of hybrid
material derived from t(17:22).(10,11). This rearrangement
leads to continuous activation of PDGF receptor 3 protein
tyrosine kinase ,via autocrine and paracrine production of its
functionalligand.(3)

The tumor usually presents between 20-50 years. The tumor
first appears as a single, red to bluish, blanchable, firm
cutaneous nodule. During the late stages, the rate of growth
accelerates, producing the characteristic protrusion from the
skin. The growth rate is variable. Lesions may remain stable
for many years or they may grow slowly with periods of
accelerated growth. Local recurrences occur in 20-55% of the
cases (4).

Diagnosis may be suspected on the basis of the tumor's
clinical appearance, while physical examination may assess
the extension of the tumor. Lymphatic or haematogeneous
dissemination is rare , however lymph nodes are assessed by
palpation (5).

Murphey et al. and Moureau-Zabottoa et al. studied the
clinical characteristics at early stage and they classified 3
different forms of non-protruding DFSP: (i) morphea-like,
characterized by the formation of a white or brown indurated
plaque with the appearance of a scar, morphea, morpheaform
basal cell carcinoma, or dermatofibroma plaque; (ii)
atrophoderma- like, characterized by a soft depressed white
or brown plaque that appears similar to atrophoderma or
anetoderma; and (iii) angioma-like, the least common form,
made up of indurated or soft, red or violaceous plaques that
have a clinical appearance similar to vascular malformations
or such as morphea-like plaques, and congenital cases, such
as atrophoderma-like, are more common, particularly when
thelesions are located on the trunk(7).

Differential diagnosis includes dermatofibroma, epidermal
inclusion cyst, keloid and hypertrophc scar, melanoma,
morphea, lymphoma and fibrosarcoma(8).

Table 1- Immunohistochemical difference between
dermatofibroma and dermatofibrosarcoma protuberans
(DFSP)

DFSP Dermatofibroma
CD34 + +/-
Cd44 - +
XIlla - +
P75 + (95%) -

DFSP demonstrates strong CD34 staining with
immunohistochemistry. In the pigmented

variant of DFSP, also known as Bednar tumor, the melanin-
containing dendritic cells are scattered between the
neoplastic spindle-shaped cells.(9)

Table 2 - immunohistochemical and cytogenetic markers of
dermatofibrosarcoma protuberans(DFSP)

Markers COMMENTS

Cd34and vimentin{Immunostaining helps in diagnosis of DFSP
Cd117 Immunostaining used only for GIST
susceptibility To Imatinib

Apolipoprotein B |{Immunostaining new marker for diagnosis of

DFSP

COLI1A1- PDGF- [FISH Confirms probable suspectibilty to

B imatinib;diagnosis of DFSP if loss of CD34 is
observed.

t(17:22) RT-PR Confirms probable susceptibility to|
imatinib; diagnosis of DFSP if loss of CD34 is|

observed

Magnetic resonance imaging (MRI) is very useful for the
estimation of the tumor invasion, mainly in cases of large
tumors or large recurrent lesions (6). Conventional T1-
weighted images show hypointense lesions compared to
subcutaneous fat however it can be hard to separate DFSP
from fat on conventional T2 weighted images without fat
saturation. CT scan is not indicated for DFSP diagnosis except
when underlying bone involvement or pulmonary metastasis
is suspected (5).

DFSP is a locally aggressive tumor characterized by high
capacity for local invasion and low rate of metastasis. In the
early 1990s, the treatment of choice was resection with wide
margins of 3-Scms, but the recurrence rate was about 43%.
The idea of using more wider margins led to the loss of more
healthy tissue and histomorphometric studies showed DFSP
doesn't follow a concentric growth pattern and therefore a
vertical section might not remove a potentially asymmetric
part of the tumor.In 1970's  Moh's introduced the micrographic
surgical technique which improved the treatment for DFSP(12)

MOHS MICROGRAPHIC TECHNIQUE-

Mohs technique is an attractive surgical option as itis an intra-
operative procedure which gives a continuous surgical
margin and will allow sparing of disease free tissue (13, 14).
MMS is very well suited in aesthetic zones where wide
resection may not be advisable. Recurrent DFSP's tends to
grow deeper and MMS is not indicated in those cases. When
the lesion is very close to the bone, a portion of the periosteum
as well as underlying bone needs to be removed (15).

DFSP is a radiosensitive tumor but sufficient literature could
not be seen on its use as a adjuvant treatment modality (16,
17). In MD Anderson Cancer centre, a study was done
involving 19 patients who received adjuvant radiotherapy
after surgical resection. The local control rate achieved was
95% at 10years(18).

Imatinib at a dose of 800 mg/day was granted approval as a
single agent in the treatment of DFSP by the FDA in 2006.
Previously , Imatinib was used in the treatment of
gastrointestinal stromal tumors(GIST) and chronic
myelogenous leukemia. Imatinib is an orally active selective
tyrosine kinase inhibitor (19,20).

CONCLUSION-

DFSP of the head and neck region can be challenging to the
head and neck surgeon when extensive margins needs to be
balanced with aesthetics and vital structures. Surgical
resection with adequate margins is the gold standard in the
management of DFSP's. Advances in head and neck
reconstructive surgery has helped to counter this difficulty but
the question of "what would be the exact margins” still
remains to be answered. Moh's micrographic surgery (MMS)
when available will help to reduce the resection of healthy
tissue margins. In recurrent DFSP'S adjunctive radiotherapy
after surgical resection should be considered. Imatinib has
shown promising results and can be considered when it
comes to DFSP's in the head and neck region as well as
peripheral limbs where enbloc resection may be difficult.
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