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ABSTRACT

Dermatofibrosarcoma Protuberans (DFSP) is a very rare painless intermediate to low grade malig-
nancy of the subcutaneous tissue or dermis commonly seen in the young to middle age group and
affecting the trunk and proximal extremities. The aim of this report is to present the rare lid affectation
of the tumour and the challenges involved in managing a locally invasive tumour amidst late presen-
tation and financial limitations.

This is a case report of a 35-year-old woman who presented with a 10-year history of Dermatofibro-
sarcoma Protuberans (DFSP) of the right lower lid with facial, maxillary, and orbital invasion of the
right side. She underwent multiple surgeries, including orbital exenteration. There were limitations in
accessing and following primary surgical procedures with radiation therapy and chemotherapy that
could have impacted the overall outcome of this case.

Managing a DFSP in the presence of late presentation, marked local invasiveness and financial con-
straints is challenging. A multidisciplinary approach involving social workers must be employed if a
cure is to be achieved.

Key Words: Dermatofibrosarcoma protuberans, orbital invasion, late presentation, exenteration, lid
dermatofibrosarcoma protuberans.

INTRODUCTION

Dermatofibrosarcoma Protuberans (DFSP) (also known as Darier-Ferrand Tumour or Darier-
Hoffmann Tumour) is a very rare painless intermediate to low-grade malignancy of subcutaneous
tissue or dermis characterized by slow infiltrative growth with tumour growth spanning decades ',
little metastatic potential, but a high tendency to recur locally after surgical excision? It was first de-
scribed by Darier and Ferrand in 1924 who labelled it "progressive and recurring dermatofibroma”.® It
is most commonly seen in the trunk followed by the proximal extremities and the head and neck*® It
is commonly seen in young to middle-aged individuals, although it has been described in both chil-
dren and elderly6 with a slight male preponderance.” DFSP comprises roughly 0.01% of all malignant
tumours and approximately 2 to 6 percent of all soft-tissue sarcomas.8 The prevalence of DFSP is
unknown in this environment and other developing nations. In the United states, the estimated inci-
dence is 4.2 cases per million persons annually with varying rates between the white and black pop-
ulation.®'° The incidence among blacks (6.5 per million) is almost double that among whites (3.9 per
million) population.’™ Even though no definitive risk factors have been reported, factors such as site
of trauma, region of extensive burns, surgical incision sites, vaccinations sites (BCG vaccination),
arsenic poisoning have all been considered associations and further studies to understand these
associations are currently being explored.”

Treatment involving Mohs micrographic surgery (MMS) or wide surgical excision is the standard.’
Ratner et al while studying the 3-dimensional reconstruction of DFSP reported that the tumour can
have irregular shapes and extend in a villous or finger-like manner' and this finger like extension of
the tumour may be responsible for the local recurrence in these patients.?

This is a case presentation of a woman with late presentation of lower lid DFSP who later developed
orbital and maxillary infiltration.



Lid Dermatofibrosarcoma Protuberans: Late Presentation and Orbital Invasion

CASE PRESENTATION

A 35-year-old trader presented to our facility with a 10-year history
of slowly progressive and painless swelling of the right lower lid.
There was a history of lid trauma sustained during a fight a month
before the swelling. The swelling of the lid progressively increased
in size, occluding not only her visual axis but also the entire right
globe, significantly affecting her vision, causing her to come for
care. There was no history of ulceration or bleeding from the le-
sion, no associated swelling in the left eye (from which she enjoys
good vision) or any part of the body. There was no symptoms sug-
gestive of intracranial or pulmonary involvement.

Examination revealed a right facial mass involving the lower lid,
maxilla, and zygomatic area measuring 11 cm by 11 cm by 7cm,
firm, non-tender with slightly hypopigmented overlying skin (Figure
1). There was no peripheral lymphadenopathy.

She was reviewed by colleagues in the Ear, Nose, and Throat (ENT)
and maxillofacial units, had an orbito-cranial computed tomo-
graphic scan which revealed the extent of the tumour with no intra-
cranial, sinus or orbital involvement and was planned for an initial
incisional biopsy. Histology revealed cells with an elongated and
moderate amount of eosinophilic cytoplasm, proliferating spindle-
shaped disposed in a storiform pattern, interdigitated with fat lob-
ules reminiscent of the honeycomb appearance, and collagenous
tissue within the stroma suggestive of DFSP (figure 2). Due to the
extensiveness of the mass and lack of MMS facility in the institu-
tion, she had debulking of the potato-Llike highly vascularized mass
with reconstruction of the face and lid and was immediately com-
menced on Imatinib at a dose of 600mg/day and radiotherapy at a
dosage of 50 Gray delivered over multiple fractions for total tu-
mour clearance. Following the surgery (figure 3), she had a right
eye vision of 6/60 with mild limi-
tation of extra-ocular motility
globally. However, she was una-
ble to maintain the institutional
line of management
(chemotherapy and radiotherapy)
due to financial constraints. Ap-
proximately 7 months after sur-
gery, she developed regrowth of
the mass with invasion of the
right orbit, which warranted a
repeat excision and exenteration
of the orbit. However, she was
lost to follow-up.

Figure 1: Large facial mass measuring 11cmx11cmx7cm
with exposed keratinized conjunctiva

DISCUSSION

The management of DFSP is challenging when the patient is pre-
senting with an advanced tumour and limited financial resources
to effectively pursue treatment course. The slow growth and pain-
less nature of the tumour, and ignorance has contributed to the
late presentation of this case. Recurrence of the mass makes the
treatment challenging and frustrating to both the managing team
and the patients. The patient in question had undergone excision
of the tumour twice and right orbital exenteration without total
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vant and other supportive
g 3’«‘25? measures in achieving a cure
n advanced cases.

This is the first case of DFSP
that will be managed in the

g

Oculoplastic unit of our hos-
pital.
rarity of the tumour in the ophthalmic domain. Monsudi et al in

N 5
Figure 2: Histology of the tissue
This emphasizes the

North-western Nigeria reported a case also involving the right lid
and scalp as well as the challenges involved in the management.?
Many studies across the country have documented a predilection
for the trunk. A study by Effiom et al in Lagos, Nigeria revealed that
of the 191 soft tissue sarcomas managed in 13 years, 14.7% of the
cases were DFSP with trunk predilection and facial involvement in
only 3 cases (1.6%)."® Similarly, another study at the University
College Hospital Ibadan revealed that over a period of 27 years,
sixty-nine cases of DFSP were managed with a slight male and
truncal predilection.™

DFSP has a deceptively benign early clinical presentation and dis-
plays an indolent course for many years before exhibiting its true
nature. Its local invasiveness results in early recurrence if prompt,
wide excision is not performed.’® Since it is a slow growing tumour,
the duration of development ranges from weeks to years. Delay in
diagnosis and clinical misdiagnosis of the initial lesion is common
and is due to absence of symptoms as only 10-25% of these pa-
tients experience pain and tenderness.'®

The treatment options include surgery, radiotherapy, and use of
Imatinib mesylate. Mohs micrographic surgery (MMS) is the treat-
ment of choice for DFSP as it allows for clearing of microscopic
residual of the tumour and sparing of significant normal tissue not
invaded by the tumour.™”"® Recurrence rate following wide local
excision has been well documented in the literature and ranges
from 11% to 53%'%%°, as an excision width of up to 10 cm may not
have cleared the microscopic extent of some tumours, despite
taking a huge excess of normal tissue.™

DFSP is a radiosensitive tumour and radiation to doses of 50-60
Gray may be considered as an adjuvant to resection if margins are
positive. Combined conservation resection and postoperative
radiation may also be considered when adequate wide excision
alone would result in major cosmetic or functional deficits.??

Imatinib mesylate is a potent, se-
lective inhibitor of the platelet-
derived growth factor receptor
(PDGFR) alpha and PDGFR beta
protein-tyrosine kinase, and has
been reported to induce complete
or partial remission in most pa-
tients treated for advanced lesion
with the t(17; 22) translocation
90% of DFSP pa-
tients).17,23 It is used as an adju-

(seen in

Figure 3: Showing the globe
three days after the initial
excision.

vant in the treatment of metastatic,
recurrent or unresectable dis-

ease.?
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The financial burden involved in managing malignancies is high in
most settings, but are particularly overwhelming here due to pov-
erty and lack of health insurance as only 5% of Nigerians have
been enrolled into the health insurance scheme.24 Out of pocket
payment for healthcare increases financial hardship and worsens
poverty index of patients and their families resulting in late presen-
tation, inability to keep up with treatment plan, noncompliance
with follow up and worsening prognosis. Effort must be made lo-
cally and nationally to incorporate everyone and especially those
in the informal sector into either the national, state or community-
based Health Insurance Scheme, which may be more affordable
and accessible.

CONCLUSION

Managing dermatofibrosarcoma protuberans (DFSP) amidst de-
layed presentation, significant local invasion, and financial con-
straints presents considerable challenges. The use of chemother-
apy and radiotherapy may offer improved prognosis. However,
achieving a cure requires a holistic, multidisciplinary approach
that includes the participation of social workers.
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