Late onset localized
steatocystoma multiplex of the
vulva

Sir,

Steatocystoma multiplex is a hamartomatous
malformation of the pilosebaceous duct junction, and is
often familial with an autosomal dominant inheritance.
The lesions typically appear in adolescence or early
adulthood; however, steatocystoma multiplex can first
develop late in life. Although it is principally located
on the upper anterior portion of the trunk, upper arms,
and thighs, several reports of localized steatocystoma
multiplex limited to the face, scalp, groin, and vulva
have been described."! This case report describes
an 82-year-old woman diagnosed with sporadic
steatocystoma multiplex strictly confined to the vulva,
the oldest patient and the most late onset known in
the literature.

An 82-year-old woman presented to the dermatology
outpatient clinic for a slowly growing skin lesion
on the vulva of about 6-month duration [Figure 1].
Physical examination revealed multiple non-tender
white to yellow cystic papules and nodules of various
sizes on her vulva. She had no family history of skin
lesions or nail dystrophy, and the results of routine
laboratory testing were within normal limits. A skin
biopsy from one of the cysts showed a stratified
squamous epithelium with an absent granular layer.
Sebaceous glands were located in the cyst wall, and
there was a homogeneous, undulating, eosinophilic
cuticle on the luminal side wall [Figure 2]. Based on
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Figure 1: Multiple cystic papulonodules of varying sizes on the
vulva
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Figure 2: Sebaceous glands located in the cyst wall, and a
homogeneous, undulating eosinophilic cuticle seen on the luminal
side of the wall (H and E, x100)

these pathological and clinical findings, we made the
diagnosis of a localized variant of vulvar steatocystoma
multiplex.

Although our case demonstrated the characteristic
histopathological findings of a steatocystoma, its
unusual location and late onset were particularly
interesting. In contrast to the typical steatocystoma
multiplex seen in patients, the lesions in this case were
limited to the vulva. To date, only four cases dealing
with vulvar steatocystoma multiplex have been reported
in the literature.*® In 1948, Lewis was the first to
describe a 37-year-old woman with multiple sebaceous
cysts confined only to the vulva, but histopathological
findings were undefined. The case was familial and
the lesions were suppurated.”” The second patient
was a 40-year-old woman with the familial form. The
patient received surgical treatment to address pain.
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The remaining two patients were women older than
60 with no family history; of these, one patient did
not undergo treatment, and the other was treated with
surgical removal of larger lesions. our patient refused
treatment. Steatocystoma multiplex can be present at or
shortly after birth, especially in familial cases, whereas
sporadic forms of steatocystoma multiplex may present
as late as 78 years. Our case is the oldest patient and
the most late onset of steatocystoma multiplex reported
in the literature.

The causative factors of steatocystoma multiplex
remain unclear, but trauma, infection, or immunologic
events might be responsible. A few authors have
reported that steatocystoma multiplex could be
associated with many diseases such as ichthyosis,
koilonychia, and  Jackson-Lawler = syndrome
(pachyonychia congenita type 2).P! In our case, there
were no associated findings. The clinical differential
diagnosis for steatocystoma multiplex includes
multiple epidermoid cysts, eruptive vellus hair cyst,
neurofibromatosis, lipoma, and xanthomatosis. Biopsy
needs to be done to exclude other potential diagnoses.

The lesion of steatocystoma multiplex is cosmetically
disconcerting and usually asymptomatic, but may
become inflamed and eventually infected. Treatment
is difficult, and various medical and surgical therapies
have been tested, including anti-inflammatory and
antibiotic therapy for infected lesions, radical excision
of larger tumors, needle aspiration, dermabrasion,
cryotherapy, carbon dioxide laser, and mini incision
with drainage and extraction. Isotretinoin has also
been tried with varying degrees of success.
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