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Abstract

A 23-years-old male patient came to the Surgical Oncology clinic in Saudi National Hospital, Makkah
with complaint of non-healing wound present on the medial side of the right thigh since three months.
A detailed history wastaken and it was revealed that this was a fast growing lesion and recurred im-
mediate after surgical excision. The previous surgery had been carried out three months back in In-
dia. On the clinical examination it was revealed that it wasan irregular, ill-defined lesion, hard in
consistency, not adherent to the underlying structures, and hence highly suspicious of malignancy.
Diagnostic workups were done including biopsy, metastatic workup including computer tomography
(CT) scan chest abdomen and pelvis. On the basis of histopathology, it was diagnosed as dermatofi-
brosarcoma protuberans (DFSP). The case was presented in the Sarcoma Tumour Board and ac-
cording to Tumour Board's recommendation, surgical excision was conducted.Patient was sent for
anaesthesia assessment and after complete blood workup, and pre-anaesthesia assessment, pa-
tient was booked for elective resection of tumour. The tumour was successfully excised with all nega-
tive margins confirmed on the frozen section and finally the sample was sent for histopathology.
Post-excision, patient was followed in surgical oncology clinic for local and systemic recurrence and it
was concluded after three years follow-up, that there was no local and systemic recurrence.

The dermatofibrosarcoma has high potential for local recurrence and surgical excision with 2 cm

negative margins is the treatment of choice without adjuvant radiotherapy.
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Introduction

Dermatofibrosarcoma protuberans (DFSP) is a
rare type of cancer, a soft tissue sarcoma that de-
velops in the deep layers of skin. It is sometimes
described as having tentacles that can grow into
surrounding fat, muscle and even bone. Dermatofib-
rosarcoma is low to medium grade, rare tumour of
the skin having recurrence potential due to incom-
plete excision of tumor?. It is slow growing malig-
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nant mesenchymal tumour of the dermis. The dis-
tinct metastasis is less like occur but in some
cases, it commonly metastasises to lung and re-
gional lymph nodes.The treatment of choices is sur-
gical excision with all negative margin followed by
radiotherapy. The rationale of this case report is
that this is one of the rare dermatological tumours
having high potential of recurrence; and surgical ex-
cision with negative margins is the treatment of
choice.

Case Report

A 23-year-old Indian male was referred from lo-
cal polyclinic to Saudi National Hospital Makkah
Saudi Arabia with history of non-healing wound as
per patient opinion. It was a recurrent swelling
present at medial side of the thigh. He had history
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of surgical excision of lump three months ago.
Patient's permission was taken for writing this case
report and for the picture printed in this publication.

On the clinical examination, it was 2x2 cm
swelling present over the surgical scar present at
medial side of the thigh, reddish brown colour with
black patches over the swelling, mobile and not ad-
hered to the underlying structure. There was no
pain and tenderness present over the swelling, Fig.
1.

After initial assessment, the swelling underwent
biopsy and it was diagnosed as dermatofibrosar-
coma. After initial diagnosis, metastatic work up was
conducted, including CT scan, chest, abdomen and
pelvis revealed that it was negative for distinct me-
tastasis. The case was presented in the tumour
board and the recommendation of tumour board was
surgical excision, Fig. 2. Patient underwent wide lo-
cal surgical excision with 2 cm safety margin, per-
formed under general anaesthesia and the specimen
were sent to final histopathological assessment. The
specimen contained deep fascia, and some part of
the muscles. Finally, histopathological examination of
resected specimen revealed characteristic cartwheel
appearance confirming the diagnosis of the dermatofi-
brosarcoma protuberans (DFSP), Fig 3.

Fig. 2. Post-local wide excision and closure of the wound

Fig 1. About 2.0x2.0 cm irregular erythematous-violaceous le-
sion showing an atrophic change with a scar tissue in the cen-
tral portion on the medial region of the right thigh. An area in
the Lesion shows a reddish brown in color

Fig. 3. The histopathology confirmed DFSP with clear margins
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Post excision, patient was followed in surgical
oncology clinic for local and systemic recurrence
and it was concluded that after three years of fol-
low-up did not identify local and systemic recur-
rence. The histopathology confirmed DFSP with
clear margins. There was no evidence of recurrence
after 3 years.

Discussion

DFSP is a kind of mesenchymal tumour of the
skin with high potential of local recurrence. It is a
locally aggressive tumour and arises from the der-
matological origin. It is a kind of sarcoma with less
than 0.1% of all malignancies and to approximately
1% of the all soft tissue sarcoma with an annual in-
cidence of 0.8 to 4.5 cases per million individual®.

The common site is trunk and lower limbs, but
it is unusual in above neck and breast region®. Taib
et al. have described a case of a large fungating in-
fantile dermatofibrosarcoma of the penis in a two-
year-old Malay boy*.

The ratio between male and female is 1:1,
however it is reported a slight predominance in
male. It is presented as asymptomatic, multinodular
bluish, brownish, erythematous lesion growing
slowly over the years. Skin is fixed to tumour, but
underlying muscles are free of tumour as described
in our case. CT and MRI may be sometimes
needed to look for the deeper extent of the tumour,
but in our case, the diagnosis was revealed by fine
needle aspiration (FNA) and confirmed after histo-
pathological examination of resected specimen, it's
typical protuberant aspect is the most frequently
observed clinical aspect!®. Cartwheel appearance is
characteristic of DFSP on microscopy as was
found in our case also®. CD34 is a highly specific
tumour marker for diagnosis of DFSPS.

In general, the tumour is located in the dermis,
but it can sometimes present infiltrative growth in
the subcutaneous fatty tissue, forming a pastry pat-
tern (60% of cases; neoplastic cell bands parallel
to the epidermis) or a honeycomb pattern (delimita-
tion of adipocyte islets between the tumour tis-
sue)3?,

Dermatofibrosarcoma protuberans (DFSP) is
characterised by its aggressive local invasion. The
tumour invades local tissue by extending tentacle
like projections underneath healthy skin, rendering
complete removal of the tumour very difficult. In-
complete removal of these neoplastic cells results
in a high local recurrence rate.

Its low potential for metastasis is typical, with
less than 5% probability for regional or distant me-
tastases, with these often being restricted to the
lungs and less frequently to the lymph nodes®0-11,

As far as the treatment of the DFSP is con-
cerned, the standard care is the wide local excision
with 2-3 cm tumour free margins and three-dimen-
sional resection including skin, subcutaneous tis-
sue and under lying fascia® and local recurrence
can decrease with wide surgical margins.

The factors associated with high rates of recur-
rence are histological subtype, cellularity, size, lo-
cation on the head and neck, and high mitotic
rate!!. Histologic features of DFSP may also serve
as prognostic indicators. A high number of mitotic
figures, increased cellularity, DNA aneuploidy, TP53
gene overexpression, and the presence of
fibrosarcomatous changes within the tumour are
poor prognostic indicators. Of note here is the fact
that, fibrosarcomatous variants of DFSP lacking a
genetic marker of translocation between chromo-
somes 17 and 22 may not respond to imatinib. The
loss of the t(17,22) cytogenetic marker in the
fibrosarcomatous progression DFSP variant may
represent progression of the malignancy.

Local recurrence rate of 20-50% is reported in
cases with incomplete resection. Patients with
unresectable or positive margins should be treated
with adjuvant radiotherapy to decrease the recur-
rence rate. It reduces the local recurrence rate!?:3.
Recurrent lesion can be treated either with re-exci-
sion, radiotherapy, or both. Imatinib mesylate, a
drug used in chronic myelogenous leukaemia, has
been successful in metastatic disease and/or re-
lapses of the entity®.
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Imatinib is currently considered the gold stan-
dard in the treatment of inoperable and/or meta-
static and/or recurrent cases of DFSP. Therapy with
imatinib may potentially facilitate resection or de-
crease possible disfigurement related to radical sur-
gical procedure®. However, in our case,
histopathology of excised specimen had negative
margins, so our case did not receive any adjuvant
therapy.

Radiation therapy is an adjuvant therapy in
cases where adequate surgical margins are not
easily reached or result in aesthetic/functional de-
fect, or in cases of positive margins, even after
maximum resection. It is also indicated for patients
with inoperable macroscopic lesions'”.

Postoperative radiotherapy has been associ-
ated with a cure rate of more than 85%?%. However,
it presents risks such as acute or chronic radio
dermatitis and subsequent development of other
skin tumors?.

The local recurrence may occur late in 24-90%
cases and mostly appear with 3 years and half occur
in the first year after excision.

Conclusion

Wide radical excision is the preferred surgical
method for therapy of DFSP in case of local recur-
rence.
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