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What Is Your Diagnosis?

A 51-year-old man was referred to the dermatology department for a symp-
tomless tumor below the right nipple that had a tendency to bleed. The patient
reported that the lesion had started as a small papule that slowly enlarged over
4 months. He had no history of cutaneous trauma, excessive sun exposure,
immunodeficiency, or radiation treatment in early childhood. Physical exami-
nation revealed a firm, ulcerated, yellow to red, dome-shaped, nodular mass
overlying the chest below the right nipple, measuring 2.5 cm in diameter. A
cutaneous biopsy specimen was obtained from the tumor and sent for histo-
logic analysis.
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The Diagnosis: Extraocular Sebaceous Carcinoma

ebaceous carcinoma (SC) of the skin is

rare, especially extraocular SC. Although SC

typically occurs on the eyelids, it can occur
on any part of the body that contains sebaceous
glands, including the skin, major salivary glands,
larynx, or pharynx.! Sebaceous carcinoma, an
unusual and aggressive malignant tumor derived
from holocrine adnexal components of the skin,
represents 0.2% of all skin cancers.?? Tumors may
exhibit a variety of histologic growth patterns and
different clinical presentations; therefore, diagno-
sis often is delayed for months to years.> Despite
the widespread anatomic distribution of sebaceous
glands, extraocular SC is particularly rare, compris-
ing approximately 25% of reported cases.* Interest-
ingly, the Asian population seems to experience
a higher incidence of SC, with-equal distribution
among male and female patients and amean age of
63 years at presentation.’

The diagnosis of SC often'can be/difficult, both
clinically and histopathologically.®” The “clinical
appearance of extraocular SC is not distinctive;
lesions usually are pink to red-yellow. Bleeding is
reported in approximately one-third of patients’
and was obsetved in our patient (Figure 1).

The clinical differential ' diagnoses finclude
pilomatrixoma, ' chalazion, nodular ‘hidradenoma
(eccrineracrospiroma), syringocystadenoma 'papil-
liferum, eccrine poroma and eccrine spiradenoma,
and eccrine porocarcinoma.® It also may occur in
Muir-Torre syndrome, characterized by the occur-
rence of sebaceous tumors in association with
visceral malignancies.” Regardless of location,
a sebaceous malignancy must be considered an
aggressive neoplasm with the potential for regional
and distant metastasis.’ Although extraocular SC is
considered aggressive, it is associated with a far bet-
ter prognosis than ocular localization.® Some have
argued against this contention, stating that tumor-
related deaths from distant metastases are just as
common in cases of extraocular SC.>°

Surgery with wide margins is the standard treat-
ment of SC. In cases of regional lymph node or
systemic metastasis, radiotherapy used alone or
associated with neoadjuvant chemotherapy may
limit morbidity.>!" Histologically, SC usually dem-
onstrates lobules and cords of tumor cells separated
by a fibrovascular stroma, with various degrees of
sebaceous differentiation demonstrated by vacu-
olated or foamy cytoplasm.® The undifferentiated
cells are moderate in size with round, centrally
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placed nuclei and basophilic cytoplasm, and they
tend to group in masses of a multilobular configu-
ration. Mitotic figures, including atypical forms,
are common.!°

In our patient, samples from affected skin
showed proliferation of irregular lobules of vacuo-
lated or foamy cytoplasm cells separated by a fibro-
vascular stroma with various degrees of sebaceous
differentiation. Marked nuclear polymorphism,
moderate numbers of mitotic figures, and foci of
necrosis were identified (Figure 2). These changes
were interpreted as an SC. The tumor was com-
pletely excised under local anesthesia with 6-mm

B

Figure 1. A firm, ulcerated, yellow to red, dome-shaped,
nodular mass overlying the chest below the right nipple,
measuring 2.5 cm in diameter (A and B).
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Figure 2. Histologic examination showed proliferation of irregular lobulgs of vacuolated or foamy cytoplasm cells
separated by a fibrovascular stroma with, various‘degrees of sebaceous differentiation. Marked nuclear polymorphism,
moderate numbers of mitotic figures, and foci of necrosis were identified (A, B,.and C)(H&E; original magnifications

X 10, X20;.and x40, respectively).

margins. The surgical defect was reconstructed 5.

using a simple suture. There was no evidence of
recurrence or metastasis after a 6-month follow-up

period. Magnetic resonance imaging did not reveal 6.

any evidence suggestive of a visceral carcinoma.
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