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specific damage to the elastic fibres with calcium deposition is
unknown. Moreover, the specific genetic biochemical defect
that allows for the calcification of elastic fibres is also
unknown (11).
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Congenital Multiple Annular Glomus Tumors

Sir,

The glomus is a specialized arteriovenous shunt, involved in
thermal regulation. It is made up of an efferent arteriole,
which extends into thick-walled arteriolar segments called
Suquet-Hoyer canals, and a venule. Glomus cells are found in
layers in the walls of the Suquet-Hoyer canals — the site of
A-V anastomosis. Glomus bodies are normally concentrated
in fingertips and nail beds. Glomus tumors, first described by
Masson (1) in 1924, are rare benign proliferations of glomus
bodies. We describe the first case of congenital multiple glomus
tumors arranged in an annular pattern and review the literature
on congenital multiple glomus tumors.

CASE REPORT

A 3-year-old Hispanic male was evaluated for multiple asymptomatic
skin lesions, present since birth, which were slowly increasing in size
and number. Past medical history was negative, as was family history
of similar lesions. Physical examination revealed multiple bluish-purple
macules, 2-3 mm in diameter, in an annular configuration on the right
upper (Fig. 1) and lower back and buttock. In addition, small
individual bluish macules were scattered bilaterally across the trunk
and shoulders, with a total of about 20 lesions. The macules were
non-tender and did not blanch on diascopy. Laboratory values,
including a CBC, SMA-20, and PT/PTT, were normal. A biopsy of
an annular lesion revealed within the superficial and deep dermis,
extending to the deep margin of the specimen, irregularly shaped
interconnected cystic spaces that in areas had jagged outlines and
dissected in between collagen bundles (Fig.2a). These spaces were
empty and were lined by cuboidal cells having round, small and
uniform nuclei. The cells were arranged as a single row or multiple
layers. In some areas one could appreciate widely spaced slender
spindle-shaped cells on top of the cuboidal cells, separating these cells
from cystic lumina (Fig.2b). Immunohistochemical studies demon-
strated the cuboidal cells to be vimentin-positive, desmin-negative.
These findings were diagnostic of multiple glomus tumors.
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Fig. 1. Annular glomus tumors on the back.

DISCUSSION

Glomus tumors, also known as glomangiomas, are uncommon
neoplasms that occur as a solitary tumor or as the rare multiple
type. Solitary glomus tumors are usually small bluish painful
nodules, situated in the nail bed or on an extremity. The pain
can be exacerbated by changes in temperature, pressure and
trauma. Subungual solitary tumors are more common in
females and develop at an average age of 40, whereas solitary
tumors at other sites occur equally in both sexes and occur
earlier, at an average age of 25 (2).

In 1937, Weidman & Wise (3) described multiple glomus
tumors. Unlike the solitary type, they are often inherited as
an autosomal dominant trait and are more common in child-
hood, with a male predominance. They are generally asympto-
matic and not situated in the nail bed. Multiple glomus tumors



Fig. 2. Irregular cystic spaces lined by cuboidal cells () and multiple
layers of cuboidal glomus cells ().

have been subdivided into regional, disseminated, and plaque-
like types (4, 5). Multiple glomus tumors vary from small
discrete bluish macules and papules to large nodules and
plaques measuring a few centimeters in diameter. The number
of tumors is quite variable, ranging in the majority of cases
from less than 10 to as many as 400 (6). The age of onset of
multiple glomus tumors varies from birth through adolescence,
with congenital tumors being extremely rare. Kohout & Purdy-
Stout (4) in 1961 reviewed 731 cases of all types of glomus
tumors in children and found 6 that were congenital and only
one that was congenital and multiple. In 1990 Landthaler
et al. (5), in their report of congenital multiple glomus tumors,
only described their 2 patients with large plaques and nodules
and Leu’s patient (7) who had just nodules.

In a review of the literature, we documented only 14 cases
of multiple congenital tumors (4, 5, 7). The lesions occur
primarily as a few isolated bluish nodules and plaques and
rarely as clusters of multiple small papules and macules as in
our patient. The tumors occur predominantly on the trunk
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and occasionally on the face and extremities. There is a male
predominance and a positive family history is not always
present.

The clinical course of multiple glomus tumors is usually
benign. McEvoy et al. (6), however, reported that patients
with diffuse or generalized distribution of lesions may show
evidence of the Kasabach—Merritt syndrome.

Histologically, solitary glomus tumors are well circum-
scribed and surrounded by a fibrous capsule. A single layer of
flattened endothelial cells lines narrowed vascular lumina.
Multiple layers of glomus cells are found peripheral to the
endothelial cells (2). In contrast, multiple glomus tumors have
large irregularly shaped vascular spaces and no fibrous capsule.
A single layer of flattened endothelial cells lines the vascular
spaces, and the glomus cells at the periphery are only 1 to 3
cell layers thick or even absent. Immunohistologic studies
suggest that glomus cells are similar to vascular smooth muscle,
since both are vimentin-positive and desmin-negative.

Previously the primary treatment for glomus tumors has
been surgical excision of painful lesions and reassurance and
observation of those that are asymptomatic (4). Newer treat-
ment modalities include the CO, and argon laser (8), electron
beam irradiation, and sclerotherapy using hypertonic saline
(9) and sodium tetradecyl sulfate (10).
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