Letters to the Editor

Multifocal sebaceous carcinoma of the vulva

Sir,

Sebaceous carcinoma is a rare skin cancer which is classified as
ocular and extraocular, depending upon its location. Sebaceous
carcinoma is rarely seen on the the vulva, even though it is rich in
sebaceous glands.

A 55-year-old woman was referred from the urology department
for asymptomatic nodulo-ulcerative lesions on the right side
of the vulva for four months. She had chronic kidney disease,
and was receiving antibiotics for the treatment of urinary tract
infection. On physical examination, there were three ulcerated
nodules, one measured 2.5 cm x 2 ¢cm, and the other two measured
1 cm x 1.5 cm in size. They were non-tender, firm in consistency
and not attached to the underlying structures [Figure 1]. The
right inguinal lymph nodes were enlarged, and hard on palpation.
There was no family history of similar complaints. The laboratory
investigations showed hemoglobin 5.8 gm/dl, total leukocyte
count 17,000/cu.mm, blood urea 228 mg/dl and serum creatinine
4.6 mg/dl. The enzyme-linked immunosorbent assay (ELISA)
for human immunodeficiency virus (HIV) was non-reactive.
A skin biopsy was taken from the large nodule with a differential

Figure 1: Multiple noduloulcerative lesions on the vulva

diagnosis of squamous cell carcinoma and cutaneous metastasis.
Histopathological examination revealed an ulcerated stratified
squamous epithelium and irregular lobule formation. The lobules
showed sebaceous differentiation with areas of necrosis and
atypical keratinized cells, which were consistent with sebaceous
carcinoma [Figure 2]. Epithelial membrane antigen and
cytokeratin stains outlined clusters of sebocytes in the epidermis
and dermis, with positive immunostaining of the cytoplasm in
the most mature neoplastic sebocytes [Figure 3]. A fine-needle
aspiration cytology from the inguinal lymph nodes showed
similar features. A whole body computed tomography scan
showed no evidence of distant metastatic disease or any other
malignant neoplasm. The patient was not fit for surgery due to
her medical condition, and was referred to a cancer treatment
center for radiotherapy.

An early diagnosis of sebaceous carcinoma is essential due to
its aggressive nature and metastatic potential. These neoplasms
have a 30—40% risk of local tumor recurrence, a 20-25% risk of
distant metastases and a 10-20% risk of tumor-related mortality.'
In previous reports, vulval sebaceous carcinoma was located on
the labia majora in five cases, and on the labia minora in three
cases. It occurred in the age group of 31-89 years. Metastasis was
present at the time of diagnosis in three cases, one of which was in
the lung, and the other two were in the lymph nodes.?** The details
of previously reported cases are shown in Table 1. One peculiar
finding in our case is that there were three lesions, one on the
labia majora, and two on the labia minora. The reason for multiple
sebaceous carcinomas in our patient could be immunosuppression,
induced by the uremic milieu of kidney failure. Uremia and
retention of metabolic waste cause intestinal barrier dysfunction
and endotoxemia. Decreased protein catabolism causes increased
complement turnover, and extensive proteinuria results in a loss of
proteins such as immunoglobulin and zinc binding protein, which
affect immune function.'

Sebaceous carcinoma is usually associated with a genetic
predisposition to Muir-Torre syndrome. This is an autosomal
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Figure 2b: Area of ulceration in the epidermis (H and E, x100)
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Figure 2d: Atypical keratinocytes (H and E, x400)

dominant disease, characterized by the association of a skin tumor
of sebaceous lineage with or without a keratoacanthoma. It is also
associated with one or more visceral neoplasms.!" The diagnosis
of Muir—Torre syndrome seems unlikely in our patient as no other
malignancies were detected. Bowen’s disease has been reported
in two patients with sebaceous carcinoma of vulva.>® However,
human papillomavirus infection has not been documented in genital
sebaceous carcinoma. Patients with sebaceous carcinoma and
inguinal lymph node metastases have a poor prognosis and regional
radiotherapy is recommended for such patients.” Hemivulvectomy
was the most common surgery performed in previous reports.
Sentinel node biopsy should be used in conjunction with wide
local excision of the primary tumor to investigate the possibility of
subclinical regional metastases.’

We were able to find only eight previous reports of vulval sebaceous
carcinoma and none of multifocal disease. The risk factors
predisposing to multiple carcinomas should be properly evaluated
and managed. Additional case series with their outcome will help
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Figure 2¢: Tumor cells showing centrally located nucleus, cytoplasmic
clearing and necrosis (H and E, x400)

Figure 3a: Immunohistochemistry showing. Cytoplasmic positivity for
cytokeratin

establish the natural course and optimum management of this rare
neoplasm.
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Figure 3b: Immunohistochemistry showing. Epithelial membrane antigen
positivity in the tumor cells (IHC, x20)
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