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Tongue angiokeratoma

Solitary angiokeratoma of the tongue
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Abstract
Angiokeratoma is a rare cutaneous lesion. It can be either a generalized systemic form, pesenting as multiple asymptomatic papules on the skin, associated with metabolic diseases or a solitary cutaneous form. Oral cavity involvement is
more common in the systemic form, as a part of a more generalized cutaneous disease, but very rare in the localized
form of angiokeratoma.
A 45-year-old female presented with a painless lesion on the tongue of one months duration, which bled occasionally. On clinical examination, a lesion of approximately 5 mm in diameter was observed on the left surface of the
tongue.
The lesion was purple in color with a granulomatous appearance . There were no other changes in the oral mucosa.
On dermatologic examination, no angiokeratomas were found, anywhere on the skin. The lesion was excised under
local anesthesia. The histologic diagnosis was angiokeratoma.
A case of a solitary angiokeratoma of the tongue is reported. We report here the third intra-oral case and the second
case in the tongue with solitary angiokeratoma.
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Introduction
Angiokeratoma, is rare cutaneous vascular disorder of the
dermis , associated with hyperkeratosis of the epidermis.
It can be divided into localized and systemic form. The
localized forms include : (a) solitary angiokeratoma of
the legs (b) localized angiokeratoma of the scrotum and
vulva (Fordyce type), (c) congenital form, angiokeratoma
circumscriptum ,usually unilaterally on the leg, foot thigh
or buttock (d) bilateral angiokeratoma on the dorsa of
fingers and toes (Mibelli type).
The generalized systemic form is usually associated with
a metabolic disorder, the most common being Fabry’s
disease and fucosidosis (1-3 ).
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All types share similar histologic features but differ clinically. The Fabry type is a metabolic disorder that results
from an inherited deficiency of alpha-galactosidase (4).
Similar cutaneous manifestations may be seen in fucisidosis a beta-mannosidase deficiency (5,6). The Mibelli
and Fordyce types are defined by their clinical rather than
histological features. In all these forms multiple angiokeratomas can be seen.
Histologically, angiokeratoma is characterized by hyperkeratosis, acanthosis and dilated vascular spaces with
or without organizing thrombi in the papillary dermis.
The vascular spaces are partly or completely enclosed by
elongated rete ridges. In Fabry’s disease and fucosidosis,
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swollen and vacuolated endothelial cells are also identified
in the vascular spaces.
Oral angiokeratoma is rare . It is usually seen in Fabry’s
disease and fucosidosis as a more generalized cutaneous
disease. Solitary oral angikeratoma is very rare and only
two caes have been reported previously (7,8).
In this report we describe a solitary angiokeratoma of
the tongue.

Case report
A 45-year-old female presented with a painless lesion,
of one months duration involving the tongue, which
bled occasionally. On clinical examination, a lesion of
approximately 5 mm in diameter was observed on the left
surface of the tongue.
The lesion was purple in color with a granulomatous
appearance ( Fig 1). There were no other changes in the
oral mucosa. Under local anesthesia the lesion was excised
and sent for histopathological examination. .
Histopathologic findings included squamous epithelium
with acanthosis, parakeratosis and papillomatosis.Large
dilated vascular spaces lined by normal appearing endothelium and filled with blood were present and surrounded
by elongated rete ridges. Fibrin thrombi were present in
some of the dilated vessels.
The lesion involved the subepithelial tissue (lamina propria) and reached the muscular tissue (Fig 2). The histologic diagnosis was angiokeratoma.
On dermatologic examination, no angiokeratomas were
found anywhere on the skin.

H&E x 40

H&E x 200
Fig. 2. Angiokeratoma showing parakeratosis and dilated blood vessels surrounded peripherally by epithelial
collarettes. Fibrin thrombus is present in the lumen of
one of the vessels (left) .

Discussion

Fig 1. An erythematous papule over the left lateral surface of
the tongue.

Solitary angiokeratoma occurs predominantly on the
lower extremities (9), but may also be found in other
sites, such as penis, vulva and clitoris (1,10). Oral cavity
angiokeatoma is rare. It is most commonly found as a
component of the generalized systemic disorder in Fabry’s
disease or fucosidosis, where multiple angiokeratomas can
be found on the skin and the oral mucosa.Oral angiokeratoma affecting the tongue can also be in the congenital
form, angiokeratoma circumscriptum (11-13), in the
Fordyce type, where angiokeratoma of the scrotum is
associated with angiokeratoma of the tongue (14,15) or
angiokeratomas occurring simultaneously in the jejunum,
scrotum and oral cavity (16).
In the present case the lesion was solitary and there were no
other lesions on the skin or in the oral cavity. The presence
of a solitary angiokeratoma in the oral cavity in a patient
without metabolic disease has been reported previously in
two cases. One was in the buccal mucosa of an 82-year-old
male (7) and the other was in the tongue of a 54-year-old
female (8). Our case is the third reported case in the oral
cavity and the second case in the tongue.
Oral angiokeratoma has histologic features similar to
those arising on the skin. In both sites acanthosis and
papillomatosis of the squamous epithelium can be seen
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(17). However, while the cutaneous lesions show hyperorthokeratosis, the oral lesions show more hyperparakeratosis. Most of the vascular spaces were surrounded
by elongated rete ridges with thrombi noted within the
dilated vascular spaces. These features were also present
in the oral lesions.
Angiokeratoma is a dark, irregular lesion which bleeds
occasionally. Therfore it can be mistaken clinically for
melanocytic nevus, malignant melanoma, verruca vulgaris,
hemangioma, capillary aneurysm, Spitz nevus or focal
epithelial hyperplasia (2, 18). The excisional biopsy with
meticulous histologic examination is important to confirm
the diagnosis, as demonstrated in our case.
The pathogenesis of angiokeratoma is still uncertain.
It is thought that the primary event is vascular ectasia
within the papillary dermis just beneath the basement
membrane. The epidermal pathological changes seem to
be a secondary reaction.
It has been speculated that the increased proliferative capacity on the surface of vascular malformations and the
close proximity of the vascular spaces to the epidermis
in angiokeratoma, could explain the reactive epidermal
growth (2).
Treatment of oral angiokeratoma is surgical excision. It is
required for histopathologic diagnosis and to cease episodes of bleeding or discomfort and to search for possible
causative factors.
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