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Sir,
Lymphangioma circumscriptum (LC) is a rare benign 
disorder of lymphatic channels in deep dermal and sub-
cutaneous layers. LC can occur either as a congenital 
abnormality or as acquired damage to previously normal 
lymphatic channels. LC of the vulva is very rare (1–6). 
We present here a case of congenital vulvar LC.

CASe RePORT

A 65-year-old woman attended our clinic with oedema 
and oozing vesicles on the vulva and mons pubis. The 
lesions had developed when the patient was 6 years 
old. She had a knee prosthesis and platinum plate in her 
femur due to previous surgery for trauma. She had had a 
hyster ectomy and salpingo-oophorectomy for excessive 
vaginal haemorrhage following an abortion 30 years 
previously and had had diabetes mellitus for 4 years. She 
had no other organ complaints. Dermatological exami-
nation revealed oedema and multiple, grouped, oozing 
vesicles on the mons pubis and right labium majus  
(Fig. 1). Routine laboratory tests were normal except 
for the glucose level. A biopsy specimen was obtained 
from the lesions and histopathological examination 
revealed epidermal orthokeratosis and acanthosis,  
numerous dilated lymphatics and angiomatous spaces 

with proliferation of capillaries (Fig. 2). The diagnosis of 
LC was confirmed. Pelvic magnetic resonance imaging 
could not be performed because of the platinum plate in 
the femur. The patient was referred to the gynaecology 
department for surgical therapy. However, she did not 
agree to surgery, because she hoped that her disease 
could be improved by topical or systemic drugs. Thus, 
the patient could not be followed up.

DISCuSSION

LC is characterized by the appearance of persistent 
clusters of thin-walled vessels, usually filled with clear, 
colourless fluid over a thickened area of subcutaneous 
tissue on the skin (3, 5–7). Although various classifica-
tions of LC have been proposed, the most accepted one is 
the division into classic and localized forms. In the clas-
sic form, the lesions are extensive and are concentrated 
over proximal body parts, adjacent to limb girdles. The 
lesions are often present at birth or appear early in life 
(< 30 years). The localized form occurs less frequently 
and appears as small, discrete lesions (< 1 cm2) that have 
no predilection for any site. The lesions may appear at 
any age (4, 5). Our case was the classic form. 

LC involving the vulva is very rare; only 33 cases of 
vulvar LC have been reported. In 12 of these LC was 
congenital and in 21 acquired. The most common predis-
posing condition for acquired LC of the vulva was radical 
surgery and/or radiotherapy (12 cases). The other factors 
were genital tuberculosis (3 cases), Crohn’s disease (3 
cases), acute cellulitis (one case), varicose veins in both 
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Fig. 1. Oedema and multiple, grouped, vesicles on the mons pubis and right 
labium majus. Fig. 2. Dilated lymphatics in superficial dermis (H&E ×40).
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legs (one case) and rhabdomyosarcoma (one case) (1, 4, 
8). Our case was congenital vulvar LC. 

Vulvar LC needs to be differentiated from various der-
matological disorders for which treatment methods are 
different, such as genital warts, herpes zoster, molluscum 
contagiosum and leiomyoma. Biopsy of the lesions pro-
vides the diagnosis. LC may cause some complications, 
including clear exudate, swelling of the vulva, pain, recur-
rent cellulitis, and psychosexual dysfunction (1, 2). 

The aetiological factors for LC are not clear. Lymph-
angiogenic growth factors, vascular endothelial growth 
factor-C (VeGF-C) and VeGF-D and their receptors on 
lymphatic endothelial cells, VeGF-3, may play a role in 
mechanisms controlling the development of LC (4).

There is no standard therapy for the management of 
LC. The most common procedures are abrasive therapy, 
sclerotherapy, electrocoagulation and surgical resection. 
even with best treatment option, recurrence is common 
(4, 8). A case of acquired LC successfully treated with 
lymphaticovenular anastomosis has been reported (8). 
Our patient was referred to the gynaecology department 
for surgical resection, but she rejected any invasive 
therapy. 
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