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Adult-onset Multiple Eccrine Angiomatous Hamartoma in Enlarging Hairy Plaques
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Sir,

Eccrine angiomatous hamartoma (EAH) is a rare benign
hamartoma of eccrine glands and blood vessels. It most
commonly develops before adulthood as a single, slow-
growing lesion on the extremities. We describe here
a case of adult-onset EAH with generalized multiple
hairy reddish-brown indurated plaques with a rapidly
progressive course. As the lesions showed histopatho-
logical findings such as an increase in mature eccrine
glands and blood vessels, the diagnosis was determined
to be EAH. This case was observed carefully because
the lesion had characteristics not only of a hamartoma
but also of a tumour.

CASE REPORT

A 40-year-old man presented with a 5-year history of
multiple enlarging plaques on his trunk and extremi-
ties. The first lesion appeared on his right thigh as a
reddish-brown plaque. Within one year of onset, new
plaques and nodules began to develop on his trunk and

other extremities. All of the lesions increased in size
continuously. Some were associated with occasional
stabbing pain, but otherwise they were asymptomatic.
Physical examination revealed as many as 15 reddish-
brown plaques and flat nodules over the patient’s chest,
abdomen, back, buttock, left axilla, legs, arms, and
left dorsal hand with or without mild hypertrichosis
(Fig. 1). Some lesions showed moderate indurations.
At a2-year follow-up visit, all lesions showed consider-
able enlargement. The 2 indurated plaques on the upper
back had grown into a single fused large plaque of
~25%50 cm. Some lesions that initially were only mildly
hypertrichotic had even more thickened hair (Fig. 1).
Biopsied specimens taken from lesions on the right
forearm demonstrated increased well-differentiated
sweat glands and partially dilated vascular channels in
the deeper dermis (Fig. 2). Two types of blood vessel
proliferation were noted: one with thick walls as seen in
cavernous haemangioma and the other with thin walls
like those of capillary haemangioma (Fig. 2B and C).
Abundant mucin deposition surrounded the prolifera-
ting units of eccrine glands and vessels (Fig. 2C). Mild

Fig. 1. Clinical appearance of the reddish-brown plaques on: (A) left dorsal hand; (B) medial side of the right forearm; (C) buttock, and; (D) right upper back.
The lesions in (A) and (B) show aggressive enlargement and more severe hypertrichosis after 2 years of observation (A(2y), B(2y)).
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Fig. 2. Histopathology. (A, B, C) Proliferation of sweat glands and blood
vessels with thick or thin walls. (A) Focal inflammatory cell infiltrations and
diffuse fibrosis in the deep dermis and subcutaneous tissues were observed.
(C) Mucin deposits within a nest of proliferated eccrine glands and blood
vessels. (D) Granulomas with epidermal cells, neutrophils and mononuclear
cells in the dermis. Haematoxylin-eosin staining of the specimens from the
lesion on the right forearm. Original magnification, (A) x12.5; (B) x100;
(C, D) x200.

acanthosis, focal inflammation and fibrosis in the deep
dermis and subcutaneous tissues were also noted (Fig.
2A). Granulomas with epidermal cells, neutrophils and
mononuclear cells, indicating destruction of hair follic-
les, were found in the other set of biopsied specimens
(Fig. 2D), which may be related to increased hairs in the
lesions. A dense inflammatory infiltrate is not usually
seen in an EAH, and represents a unique finding in this
case. Repeated cultures of biopsied samples showed no
growth of fungi, mycobacteria or bacteria, suggesting
that inflammation was not caused by infection.

DISCUSSION

The clinical phenotype of EAH has been reviewed
recently (1-3). To date, 46 cases of EAH have been re-
ported, excluding the present case. EAH predominantly
has a single lesion (34 of 47 cases, 72%). Commonly
associated symptoms are pain, hyperhidrosis, and
hypertrichosis. The lesion presents more often on the
extremities (approx. >70%) than on the trunk. Thirty-
five of 47 cases (74%) developed before adulthood.
In the present case, the combination of the following
features of EAH was unique: multiple lesions; adult-
onset; a rapid growth of the lesions; and the presence
of extremely large plaques on the back.
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We found 12 cases of multiple EAH in the literature
(3—-10). No significant difference in onset age was ob-
served between multiple and single EAH. In the 2 cases
of adult-onset multiple EAH, both had lesions limited to
the dorsa of fingers (4) or the lower leg (5). There were 2
generalized cases with more than 10 lesions on the whole
body (3, 6), both with congenital onset. Our patient is the
first reported case of generalized EAH that developed in
adulthood. The aetiology of EAH is not known, but the
mechanism of spreading multiple EAH to several parts
of body may be due to mosaicism of a gene mutation
occurring in the early developmental stage.

Because malignant degeneration of EAH has not been
reported, simple excision is usually chosen as a curative
treatment for small lesions of EAH. However, it can-
not be chosen in this case because of the number and
size of lesions and because of deep skin involvement.
Our patient is now being treated with oral analgesics to
relieve stabbing pain of his left hand lesion. This case
should be observed carefully because the lesion has
characteristics not only of a hamartoma but also of a
tumour. Surgical removal of lesions in the present case
must be considered when the hamartomas perturb joint
movement or provoke severe pain by involvement of
surrounding peripheral nerves or cosmetic problems.
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