Acral Verrucous Microcystic Lymphangioma Circumscriptum of the Toes
Accompanying Local Hypertrichosis

The Editor,
Sir,

According to the 1996 classification of the International Soci-
ety for the Study of Vascular Anomalies (ISSVA)/Mulliken,
vascular anomalies may be classified as simple (capillary,
lymphatic, venous and arterial) or combined (1). Lymphan-
giomas account for 4% of all vascular malformations and 26%
of all benign vascular tumours (2). It is either primary (usually
present at birth) or secondary [as a result of an acquired da-
mage] (3, 4). When viewed from another aspect, the localized
lymphatic malformations may be macrocystic or microcystic.
The macrocystic form is known as cystic hygroma which is a
large and soft-lesion covered with flesh or bluish-coloured skin
and usually located on the back of the neck.

The microcystic forms is also known as Lc (1). Itis
characterized by clustered (localized) or diffused (classic),
translucent vesicles 1 to 5 mm in diameter and filled with clear
lymphatic fluid (3). Congenital or primary forms represent the
malformation of deep dermal and subcutaneous lymphatics
with a secondary dilatation of superficial lymphatics whereas
acquired forms (or lymphangiectasia) represent dilatation of
superficial lymphatics, resulting from the obstruction of pre-
viously normal deep lymphatics (5). The most common form
is the vesicular form (1). However, it may also present in the
form of verrucous lesions (3, 5). Presentation as a verrucous
plaque limited to only toes is unusual (1).

We report a 50-year old Caucasion female with verru-
cous papules on the second and third toes of her right-foot that
was progressively increasing in size and associated with pain
and itching when walking. According to the history, a drawer
dropped on her right-foot one and half years ago. Over the
time, the second and third toes of the right-foot gradually
began to swell. Eight months ago, multiple small protrusions
occured on the swellings and four months ago black-coloured
and thin hair growth began on the second toe. The patient vi-
sited five general practitioners previously and they stated that
the lesions were warts. A 5-FU solution prescribed did not cure
the lesions.

Dermatological examination revealed significant non-
pitting and hard oedema and multiple, flesh-colored warty pa-
pules which were 2—5 mm in size on the second and third toes
of the oedematous right-foot and localized hypertichosis on the
toes (Fig. 1). No whitening of the lesions was observed with
the application of 5% acetic acid solution. There was no pal-
pable inguinal lymph nodules were also absent. There was no
additional pathology detected on further dermatological and
physical examination (including genito-urinary system), rou-
tine laboratory tests, abdominal and pelvic ultrasonography
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Fig. 1:  Multiple small verrucous tumours on the second and third toes, and
local hypertrichosis on the second toe of the oedematous right-foot.

and bilateral Doppler angiography of the legs. Purified protein
derivative (PPD) skin test was negative. An excisional biopsy
specimen was obtained from the lesions of the third toe.
Histopathological examination revealed an epidermal
moderate achantosis, a prominent verruciform hyperkeratosis
and numerous dilated, tortuous, microcystic lymphatic proli-
ferations in the papillary and reticular dermis. There was no
koilocytosis and the endothelial cells of the lymphatics did not
have any atypia (Fig. 2a ,b). The immunohistochemical exa-
mination revealed a marked luminal staining with D2-40 in the

Fig. 2 (a, b): Epidermal achantosis, prominent verruciform hyperkeratosis and
microcystic lymphatic proliferations in papillary and reticular der-
mis (a) H&EX40, b) H&E X 100).

(c, d): Positive luminal staining of the lymphatic endothelial cells with
D2-40 immunohistochemistry ( ¢) D2-40 X 40, d) D2-40 X 200).
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dermal lymmphatics (Fig. 2c, d). The findings led to the di-
agnosis of acral verrucous microcystic lymphangioma. After
the diagnosis a pulsed-dye laser treatment was planned.

The localized forms of lymphangiomas occur less fre-
quently and appear as small, discrete vesicular lesions that
have no predilection for any site or any age. The axilla, adja-
cent chest-wall, oral cavity and tongue are common sites (3,
4). Acquired lymphangiomas are rare and have appeared after
radiotherapy to carcinoma of cervix, tuberculous inguinal ade-
nitis, recurrent cellulitis, intra-abdominal and pelvic surgeries,
scrofuloderma, scarring after keloids and Crohn’s disease (4,
5). Although the aetiology of the acquired Lc is uncertain, it
has been stated that the lesions occured after the trauma. Ho-
wever, only a few cases of late onset developed in adulthood
is reported in literature which began after a trauma (1) like the
case reported in this study. The verrucous forms have been
more frequently reported in the vulvar region (3, 95).
Rarely, local hypertrichosis may occur .

The first case of acral verrucous Lc whose lesion was
limited to the toe has been reported by Juca ef a/ in 2011. Their
patient had not any trauma history. But the authors stated that
the situation should be considered with caution, since toes are
often subject to micro-trauma (1). To the best of our knowl-
edge, this is the second acral verrucous Lc case and the first ex-
ample where it is accompanied by local hypertrichosis in the
literature. The main histopathological finding of a Lc is the
dilated lymphatics in the papillary dermis (5). Some of these
lymphatics may have small intraluminal projections with a pa-
pillary appearance beneath the epidermis. Hyperkeratosis and
acanthosis may be present in variable degrees (1). It has been
proposed that the verrucous appearance might have been due
to the hyperkeratosis (3). Scattered lymphocytes in the stroma
may be seen (5).

The presence of blood inside the vessels may be sup-
portive of a recent haemorrhage or a combined malformation,
generally venous and lymphatic (1). The lymphatic endothe-
lial cells have been found to be CD31 and D2-40 positive (5).
We also obtained similar findings in the histopathology as des-
cribed in the literature. Diagnosis is primarily based on histo-

pathological findings. In the differential diagnosis, angioma,
angiokeratoma, glomangioma, molluscum contagiosum (1),
viral warts (5) and tuberculosis cutis verrucosa should be con-
sidered (3). Treatment options include surgical excision, cryo-
surgery, electrocautery, surface ablation with laser, sclero-
therapy with sclerosing agents like OK-432, radiotherapy (3, 5)
and lymphatico-venular anastomosis (4). In conclusion, this
case is presented with the aim to draw attention to these very
rare and unique lesions and when with such warty lesions on
the acral locations to avoid the wrong treatments and
redundant interventions. An acral verrucous microcystic Lc
should be considered in the differential diagnosis.
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