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Angiokeratoma of Tongue: A Case Report

Case Report

INTRODUCTION

Angiokeratoma is a rare muco cutaneous dis-
order with a clear morphologic pattern. Several
causative factors including congenital develop-
ment, pregnancy, trauma, sub cutaneous hemato-
mas, and tissue asphyxia have been reported in lit-
erature, however the exact pathogenesis  remains
unknown1. It has been postulated that local irri-
tating factors may lead to acanthosis of epidermis2.

Clinically it occurs either as generalized or a
localized lesion. Generalized form, called
Angiokeratoma corporisdiffusum, is associated
with an underlying metabolic disorder, like Fabry’s
disease and fucosidosis3. Solitary localized
angiokeratoma without systemic involvement is a
rare occurrence and few cases have been reported
in literature4. Localized lesions may present in one
of four forms,: (a) papular limited to the legs; (b)
bilateral on the dorsum of toes and fingers (Mibelly
type); (c) lesions limited to the scrotum or vulva
(Fordyce type); and (d) a congenital form in which
multiple lesions on the legs are usually found5.

Angiokeratoma can mimic a number of con-
ditions like malignant melanoma, hemangioma,
verruca vulgaris, basal cell carcinoma and pig-
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mented nevus6. Diagnosis of angiokeratoma is of-
ten made on the basis of histopathology supported
by clinical findings. Histologically angiokeratoma
is characterized by hyperkeratosis and acanthosis
of the epidermis7. Multiple keratotic plaques or
papules are often present8. Surgical excision is car-
ried out as definitive treatment. Laser ablation has
also been proven to be effective. The prognosis of
Angiokeratoma is good. Recurrence is rarely re-
ported in literature9.

CASE REPORT

A 10 year old female patient reported to Out
Patient Department of Khyber College of Den-
tistry Peshawar, with two swellings on dorsum of
tongue since 1 year (Figure-1). The swelling was
associated with pain and bleeding. Clinically an
exophytic, papillomatous, well demarcated mass
of 2.5 cm was found on anterior dorsum of the
tongue. Similar swelling of 2 cm size was present
in mid dorsum. It was firm on palpation. Tender
Lymphadenopathy of the submandibular lymph
node was noted.  There were no other lesions on
the skin. Lymphangioma and hemangioma were
considered in clinical differential diagnosis. Rou-
tine investigations for general anesthesia were nor-
mal. Excision of lesion was carried out and sent
for histopathology report. The report revealed the
diagnosis of Angiokeratoma with acanthosis, par-
akeratosis, elongation of rete ridges and congested
thin walled dilated capillaries in papillary sub epi-
thelial tissue with mix chronic inflammatory in-
filtrate composed of lymphocytes and plasma cells.
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DISCUSSION

The first case of angiokeratoma was reported
by Mibelli10 in 1889 on fingers and toes. Fabry11

described a localized lesion on lower extremity in
1915 and was termed as Angiokeratoma circums-
criptum. Solitary angiokeratoma without systemic
involvement is rare and majority remains unre-
ported. It occurs predominantly on lower extremi-
ties but may also be found in areas like scrotum,
vulva, clitoris, and on tongue12.

Angiokeratoma of oral cavity can occur as a
part of both diffuse and localized forms3. It is of-
ten associated with some underlying metabolic
disorder, however it can be found in localized form.
Few cases of angiokeratoma of oral cavity in asso-
ciation with angiokertoma of scrotum (Fordyce
type) have been reported3 or in association with
jejunum13.

In this case, two lesions were present on the
tongue without underlying metabolic disorder or
systemic involvement. According to classification
by Ranjanetal, current case is type 1A m (mul-
tiple)9. Few cases of angiokeratoma occurring on
tongue have been reported in pediatric patients on
dorsum14 and ventral surface of togue15,16,17. All the
pediatric patients reported were males while the
present case was found in 10 year old female. Leung
et al4 reported angiokeratoma of  mucosa in an 82
years old man with a history of squamous cell car-
cinoma of ear and scalp. Two cases of congenital

solitary angiokeratomas of the tongue have been
reported9.

In adults, the isolated lesions occurred on
ventral surface, tip, lateral border of tongue, buc-
cal mucosa and tonsillar pillar. Varshney18 reported
it to be asymptomatic, however it may be associ-
ated with bleeding, discomfort and cosmetic con-
cerns. Life threatening bleeding is not a concern,
however excessive bleeding after incisional biopsy
was reported in one case having deficiency of clot-
ting factor VIII which was an incidental finding19.
Clinically, bleeding from angiokeratoma lesion can
be mistaken for a number of lesions like
melanocytic nevus, malignant melanoma, verruca
vulgaris, hemangioma, capillary aneurysm or fo-
cal epithelial hyperplasia6.

Histolopathology of Angiokeratoma reveals,
ectasia of vascular channels, increased blood filled
spaces associated with epithelial hyperplasia and
keratosis. Histopathological features of solitary
oral angiokeratoma are similar to those arising in
skin. In both sites acanthosis and papillomatosis
of sqauamous epithelium can be seen20, however
the oral lesions show more hyperparakeratosis
while the cutaneous lesions show hyper-
orthokeratosis5. Thrombosis of the vessels may
occur resembling melanoma19. However thrombo-
sis of vessel was not found in present case. In sub
epithelial tissue chronic inflammatory infiltrate of
lymphocytes and plasma cells were found.

CONCLUSIONS

1) Solitary Angiokeratoma of the tongue,
although rare is a distinct clinical entity and
should be considered in differential diagno-
sis of lesions in tongue.

2)  It can be associated with underlying systemic
diseases and may be a source of excessive
bleeding.

3)  Once the diagnosis of angikeratoma of oral
mucosa is known, a thorough examination
of skin and mucous membranes be performed
having possible association with systemic
diseases. Such considerations must be kept in
mind during evaluation and treatment of the
patient having oral angiokeratoma.

Fig. 1: Angiokeratoma of dorsal surface of tongue.
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