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GOAL

To describe the characteristics of dermatofibrosarcoma protuberans (DFSP)

in conjunction with the acquired immunodeficiency syndrome.

OBJECTIVES

1. To discuss the location and clinical appearance of DFSP.

2. To delineate other dermatologic conditions associated with DFSP.

3. To identify the preferred therapy for DFSP.

CME Test on page 77

Dermatofibrosarcoma protuberans (DFSP) is a lo-
cally aggressive cutaneous tumor of intermediate
malignancy. Most commonly, it arises as an asymp-
tomatic, indurated plaque on the trunk within which
protuberant nodules develop over time. We de-
scribe its occurrence in two patients with human
immunodeficiency virus, a previously unreported
association. The first patient, a 41-year-old woman,
complained of painful lesions around the left shoul-
der that developed within a scar from previous
trauma to the area. The second patient, a 50-year-
old man, developed a recurrent DFSP within the
scar from a previous surgical procedure. Der-
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matofibrosarcoma protuberans was confirmed in
both cases by the histopathologic and immunohis-
tochemical findings.

nfection with the human immunodeficiency virus

(HIV) has been associated with numerous muco-

cutaneous manifestations. An increased risk of
skin malignancy is well recognized. A variety of can-
cers, including Kaposi’s sarcoma and non-Hodgkins
lymphoma, have frequently been described in the HIV-
infected population. After Kaposi’s sarcoma, basal cell
carcinoma (BCC) is the most frequent skin cancer.'
Other primary cutaneous malignant lesions that have
been described in this population include squamous
cell carcinoma® and malignant melanoma.** Bowen’s
disease, intraepithelial dysplasia of the anus’ and
cervix,® and conjunctival squamous cell carcinoma’
have also been documented.

Soft tissue malignancies have been reported infre-
quently in HIV-infected patients. There is a possible in-
crease in leiomyosarcoma in HIV-1-infected children
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FIGURE 1. Case . lll-defined dermatofibrosarcoma pro-
tuberans at the left infraclavicular area. Protuberant,
soft, hyperpigmented nodules were located at the later-
al-most aspect of the atrophic hypopigmented plaque.
An area of hyperpigmentation extended inferiorly.

as compared with the general pediatric population.®
This resulted in its inclusion as an indicator for severe
immunosuppression in the 1994 classification system of
pediatric HIV disease.” We report two HIV-infected pa-
tients who developed dermatofibrosarcoma protuberans
(DESP), the first such report in this population.

Case Reports
Case [—A 41-year-old HIV-positive black woman com-
plained of painful lesions around the left shoulder that
developed within a previous scar. Several years prior to
presentation, the patient had sustained blunt trauma to
the chest. The “scar” increased in size over the previous
2 months. The patient also reported darkening of the
surrounding skin and sharp pain that radiated downward
in the area. Three years prior to presentation, the pa-
tient had been treated for pulmonary tuberculosis. The
patient’s peripheral CD4+ T cell count was 48/mm’.
Examination revealed a morphologically complex
and ill-defined lesion at the left infraclavicular area
(Figure 1). Medially, there was a 5 by 3 cm atrophic,
depressed area with mottled pigmentary changes. Two
protuberant, soft, hyperpigmented nodules were lo-
cated nearby at the lateral-most aspect of the clavi-
cle. An area of hyperpigmentation extended inferiorly.
A skin biopsy specimen revealed an infiltrating cel-
lular fibrohistiocytic neoplasm that extended from su-
perficial dermis to deep subcutaneous fat. Superficially,
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FIGURE 2. Case |. Subcutaneous fat shows infiltration
with and replacement by dermatofibrosarcoma protu-
berans in a characteristic lace-like array. Note the
fusiform cells without significant atypia, characteristic of
this neoplasm (H&E; original magnification, X 50).

the tumor showed only sparse cellularity. Polygonal and
stellate-appearing cells were present in a loose myxo-
matous stroma. The tumor replaced large parts of sub-
cutaneous fat, with remnants of adipocytes being dis-
placed to the periphery. In the deeper portions of the
subcutis, cells with a delicate fusiform cytoplasm and
thin wavy nuclei infiltrated the fat in a lace-like array
(Figure 2). Both the myxomatous and spindle cell ar-
eas stained strongly with CD-34 (Figure 3), while stain-
ing for S-100 protein, muscle cell actin, and smooth
muscle actin was negative. On the basis of the clini-
cal, histopathologic, and immunohistochemical find-
ings, a diagnosis of DFSP (myxoid variant) was made.

Case II—A 50-year-old HIV-positive man devel-
oped several asymptomatic papules within a surgical
scar on his upper back. Four years previously, he had
undergone excision of a BCC in this location. This
was the fourth BCC that had been treated since he
was diagnosed with HIV. Histopathologic examina-
tion at that time revealed a DFSP adjacent to the
BCC. Re-excision was performed with wide surgical
margins, and no residual DFSP was evident. Medical
history was significant for HIV infection since 1986.
His medications included zidovudine and lamivudine.
There was no history of opportunistic infections. The
patient’s peripheral CD4+ T cell count was 180/mm’.

Examination revealed a 13 by 2 cm linear scar in
a right para-vertebral location. At the superior-most
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FIGURE 3. Case |. Myxoid area of the tumor shows
strong cytoplasmic staining for CD-34 (original magnifi-
cation, X 100).

aspect of the scar was a 1.2 cm firm, skin-colored nod-
ule. Inferior to this nodule and also within the scar
were three firm papules, measuring 2 mm in diameter.

A biopsy specimen from the nodule revealed recur-
rent DFSP. Immunohistochemical staining was strongly
positive for CD-34, while factor XIIla, S-100, muscle cell
actin, and smooth muscle actin staining were negative.

The patient was treated with Mohs’ micrographic
surgery, at which time the tumor was found to have
peripheral and deep extension beyond its clinical
boundaries. The tumor was completely extirpated in
eight stages.

Comments

Dermatofibrosarcoma protuberans is a skin tumor of
intermediate malignancy characterized by slow, infil-
trative growth and a propensity for local recurrence
after surgical excision.”® Although commonly referred
to as a fibrohistiocytic tumor, its exact cell of origin
is a matter of controversy. Alternative evidence im-
plicates the fibroblast," histiocyte,” and neural cells.”
It accounts for less than 0.1% of all malignancies and
has an estimated incidence of 0.8 cases per million
persons per year.*’> More than one-half of the cases
arise on the skin of the trunk,"*'* and in 25% of
these, the site of origin is the chest or shoulder ar-
eas.*'" The proximal extremities and head and neck
are less frequently affected sites.'*'®
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Initially, DFSP presents as an asymptomatic, in-
durated plaque with a violaceous, skin-colored, or
red-brown discoloration. Nodules develop within the
plaque over months to years. This occurrence often
heralds a phase of accelerated growth that may be as-
sociated with pain, ulceration, or hemorrhage.!*!¢%

Of note, one of our patients had a history of blunt
trauma and scar formation in the area in which DFSP
developed. The second patient developed recurrent
DESP in the surgical scar of the prior excision.
Whether or not a causal relationship exists between
preceding trauma and DFSP is controversial but sug-
gested by several remarkable case reports of DFESP de-
veloping in burn scars,'” surgical scars,” and at the site
of previous immunizations.”

Depressed and atrophic lesions have been reported
as a rare clinical variant of DFSP.** These may mimic
morphea, morpheaform BCC, anetoderma, and at-
rophic scars. The DFSP of our first patient was mor-
phologically unusual and closely resembled a lesion re-
ported by Lambert et al.”? Four of the five patients with
“dermatofibrosarcoma non-protuberans” reported in
their series had depressed lesions without a nodular or
protruding component. Case five initially presented
with a depressed lesion, but subsequently developed
overlying mottled pigmentary changes and protuberant
nodules nearby, as did our patient. Since the depressed
area was not biopsied in our patient, no comment can
be made with regard to the histopathologic findings.

Multiple BCCs,* as well as squamous cell carci-
nomas,”” may occur in patients with HIV infection
and may appear synchronously. They can behave ag-
gressively and may rarely metastasize.® Our second
patient had a history of multiple (total of four) BCCs
that developed after HIV seroconversion. The orig-
inal DFSP in this patient was not clinically sus-
pected. Rather, it was found juxtaposed to a BCC
upon histopathologic examination of the upper back
specimen. The concurrence of DFSP and BCC in
the same surgical specimen has not been reported
previously. The DFSP recurrence in the excision scar
is also noteworthy. The efficacy of Mohs’ micro-
graphic surgery in the treatment of DFSP has been
well established” and was successfully employed in
this case. To date, there has been no recurrence of
his tumor.
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