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Angiokeratoma of the vulva
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Summary

Angiokeratoma of the vulva is relatively uncommon in the general population. We present two cases of angiokeratoma of the vulva
and review the literature. The two patients presented with the complaint of vulvar pruritus. They underwent wide local excision of
the lesions. Histopathology revealed angiokeratoma of the vulva. The women remain well with no evidence of recurrence 48 and 32
months after initial surgery. Although it is a rare disease, angiokeratoma of the vulva should be included in the differential diagno-

sis of a vulvar tumor.

Key words: Vulvar angiokeratoma; Treatment.

Introduction

Angiokeratoma of the vulva is an uncommon benign
cutaneous lesion [1, 2]. Its etiology and pathogenesis
remain unclear. Perhaps it is the result of dilation of
ectatic thin-walled blood vessels and congested capillar-
ies in the subdermal layer [3].

It generally occurs on the labia majora and rarely on the
clitoris [1, 2]. It is easily confused with other benign and
malignant tumors from which they must be differentiated
by histological examination [1, 2]. We present two cases of
angiokeratoma of the vulva and review the literature.

Case Report

Case 1

The patient, a 65-year-old, gravida 1, para 1, postmenopausal
Greek woman presented with the complaint of vulvar pruritus.
Her past surgical history was unremarkable. Her family history
revealed no evidence of cancer among the first-degree relatives.

On gynecologic examination there was a bluish globular
lesion 1.1 cm involving the left labia major. There were no pal-
pable inguinal lymph nodes and the rest of the pelvic examina-
tion was normal.

The patient underwent wide local excision of the lesion.
Histopathology revealed angiokeratoma of the vulva.

Follow-up 48 months after initial surgery showed no evi-
dence of recurrence.

Case 2

The patient, a 69-year-old, gravida 2, para 2, postmenopausal
Greek woman presented with the complaint of vulvar pruritus.
Her past surgical history was unremarkable. Her family history
revealed no evidence of cancer among the first-degree relatives.

On gynecologic examination there was a cherry red papular
lesion 0.7 cm involving the right labia major. There were no pal-
pable inguinal lymph nodes and the rest of pelvic examination
was normal.
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The patient underwent wide local excision of the lesion.
Histopathology revealed angiokeratoma of the vulva.

Follow-up 32 months after initial surgery showed no evi-
dence of recurrence.

Discussion

Angiokeratoma is a benign vascular lesion, character-
ized from ectatic dilatation of preexisting vessels of the
papillary dermis accompanied by a hyperkeratotic epider-
mis [4]. Angiokeratoma of the vulva is relatively uncom-
mon [1, 2]. It may affect women between 20 and 40 years
of age (range 15-58 years) [1, 2]. There is no racial dis-
tinction [2]. It has been observed in both white and black
women [1, 2, 5, 6].

Its etiology and pathogenesis remain unclear. Embry-
ologically the labia majora and scrotum are derived from
the labioscrotal swellings [2]. As they are homologues,
the pathophysiology of vulvar and scrotal angiokeratoma
is thought to be the same [1, 2, 7, 8].

Angiokeratoma of the vulva perhaps is the result of dila-
tion of ectatic thin-walled blood vessels and congested
capillaries in the subdermal layer [3]. Degenerative
changes in the elastic tissue of the blood vessels appear to
be important in the pathogenesis [1, 2]. These changes
could result from a primary (congenital, idiopathic) or a
secondary process (decreased nonstriated muscle support,
increased venous pressure, chronic inflammation) [1, 2].
Pregnancy, hysterectomy, vulvar varicosities, hemorrhoids,
inflammation and radiation have been presumed to be pre-
disposing factors [1, 2, 7, 9, 10]. In our patients we could
not find any predisposing factors.

It generally occurs on the labia majora and rarely on
the clitoris [1, 2]. In most cases it is unilateral and located
on the left side of the vulva [1, 2]. The lesions may be
single or multiple (maximum 24 lesions) [1, 2, 11]. In our
patients, the lesion was single and located on the labia
majora.

The lesions usually measure between 2 mm and 10 mm
in diameter and may assume a papular, globular or warty
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Figure 1. — Angiokeratoma of the vulva (x 40).

appearance [1, 2, 7, 11]. The earlier lesions are cherry red
in color which become bluish or brownish as they
increase in size and duration [1, 2, 7, 11, 12]. In our
cases, one patient had a bluish globular lesion 1.1 cm and
one patient had a cherry red papular lesion 0.7 cm in size.

Angiokeratoma of the vulva is usually asymptomatic [1,
2, 11]. The most common symptoms are intermittent
bleeding (25%), vulvar pruritus (11%) and pain (9%) [1, 2,
6]. Frequently, patients complain of blood-stained under-
wear [1]. Patients with symptoms often seek medical atten-
tion sooner than those with asymptomatic lesions [1, 2].
Our patients presented with a complaint of vulvar pruritus.

Although the pathogenesis and clinical presentation
vary, the histological features are similar for all lesions of
angiokeratoma [3]. Histologically they characterized by
dilated ectatic, blood-filled vascular spaces in the papil-
lary dermis associated with acanthosis, hyperkeratosis
and papillomatosis [1, 2, 3, 13]. Epidermal pathological
changes seem to be a secondary reaction [3, 13].

Because of the varied clinical presentation, angioker-
atoma of the vulva should be clinically differentiated
from infectious (bacterial, viral), inflammatory, vascular
and epithelial (benign, malignant) lesions [2, 7, 9].

In all patients the diagnosis must be confirmed by
biopsy [2, 7, 13]. For patients with asymptomatic lesions
reassurance with periodic follow-up is an adequate
approach [2]. For patients with symptomatic lesions the
therapeutic options are surgery (local excision, vulvec-
tomy), electrosurgery and laser [2, 5, 7, 12-15]. Laser
therapy has recently become the treatment of choice
because it is less painful, causes minimal blood loss and
cosmetically is much better, though the disease may recur
more often compared to surgical excision [2, 12, 14, 15].
In our patients we performed wide local excision of the
lesion.

Although it is a rare disease, angiokeratoma of the
vulva should be included in the differential diagnosis of
a vulvar tumor.

Figure 2. — Angiokeratoma of the vulva (x 200).
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