VULVAR LYMPHANGIOMA CIRCUMSCRIPTUM:
A CASE REPORT

H. Sharamit, F. Ghaemmaghami”?, F. Yarandi?, F. Milani? and N. Alizadeh?

1) Department of Gynecology and Obstetrics, School of Medicine, Gilan University of Medical
Sciences, Gilan, Iran

2) Department of Gynecology and Obstetrics, School of Medicine, Tehran University of Medical
Sciences, Tehran, Iran

Abstract- Lymphangioma circumscriptum is a benign lymphatic malformation which is localized to
the skin and subcutaneous tissues. It consists of dilated lymph channels lined by normal endothelium.
Primary vulvar involvement is very rare and only 28 cases have been reported till 2002. Here we report
a case in an 18 years old girl who was referred to our gynecologic clinic with symptoms of pain,
swelling and erythema of both labia majors of 5 years duration. She had taken various drugs but all had
failed and the lesion was exterminated only after wide local excision surgery. Histological examination
revealed multiple dilated vascular channels with an inflammatory infiltrate in papillary dermis and
diagnosis of vulvar lymphangioma circumscriptum was made. After ten months follow up, there was no
evidence of recurrence. Wide local excision may be the best treatment for extensive vulvar

lymphangioma circumscriptum.
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INTRODUCTION

Lymphangioma circumscriptum is a benign
lymphatic malformation which is localized to the skin
and subcutaneous tissues (1, 2). It consists of dilated
lymph channels lined by normal endothelium (1).
The typical picture involves a small number of
vesicles on the skin which are usually present at birth
or appear in early childhood (3-6). In subsequent
years they tend to increase in number and size.

Vulvar involvement is very rare and often occurs
as secondary type due to radical hysterectomy, pelvic
lymphadenectomy, radiation for cervical cancer and
Crohn’s disease (3-6).
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It clinically manifests with pseudovesicles, which
bulge on the skin surface and can be mistaken for
warts (7). The traditional treatment is surgical
removal; recently, laser therapy has been
recommended as an alternative procedure (3).

We report an unusual case of wvulvar
lymphangioma circumscriptum in a young girl
without obvious cause.

CASE REPORT

An 18 years-old girl was referred to gynecologic
clinic with diagnosis of labia major cellulites. She
had a lesion with swelling, mild pruritus and watery
secretion in vulvar surface for the past 5 years. The
lesion had progressed in size and severity gradually.
During the course of illness, she had experienced four
episodes of recurrent acute cellulites, treated with
antibiotics. The last acute presentation of her disease



had started with pain, swelling and erythema of both
labia majors since 4 days before admission.

In physical examination, there were swelling,
erythema and tenderness of both labia majors with
clusters of vesicles in vulvar surface as well as skin
thickness (Fig. 1). She had no lymph edema on mons
or foot. She had taken various anti-fungus and anti-
herpes drugs and corticosteroids for her problem
without any benefit. No work up had been done for
finding the cause of her disease. She had no
lymphangiography because lymphangioma was
superficial. She had no history of surgery,
radiotherapy or gastrointestinal disease. After a
course of antibiotic therapy and suppression of
patient’s acute signs and symptoms, she was
examined again. Bilateral swelling of labia major
with erythema, numerous papules, clusters of
vesicles, skin thickness and wartlike lesions mostly
on right labia major, were found. There was no
specific finding in general examination.

Considering the clinical course of the disease, she
underwent a biopsy from vulvar skin with suspicion
of vulvar wart, in spite of her virginity and no history
of sexual intercourse.

Since the patient was young and the lesion was
extensive, we decided to perform an operation. We
removed all involved area by a wide excision with 3
cm diameter in depth. After surgery, the sample was
sent to pathology center and histological examination
revealed multiple dilated vascular channels in the
papillary dermis containing few erythrocytes and
mostly fibrin, lined by a thin wall, consisting only of
endothelial cells. There was an inflammatory
infiltrate in the papillary dermis.

Fig. 1. Gross anatomy of lymphangioma circumscriptum.
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The  overlying  epidermis  was  partly
hyperkeratotic, with thinning of the stratum malpighii
(Figures 2 and 3). There was no evidence of
malignancy. The diagnosis  was  vulvar
lymphangioma circumscriptum. After ten-month
follow up, there was no evidence of recurrence.

DISCUSSION

Lymphangioma circumscriptum is rare in the
vulva and only 28 cases have been reported till 2002
(8). The exact etiology of this malformation is
unknown (1). This tumor may be congenital or
acquired. Congenital forms of this tumor appear at
birth or before 5 years of age. Acquired forms of it
often occur in aged women secondary to radical
hysterectomy, pelvic  lymphadenectomy  or
radiotherapy after cervical cancer, which can cause
damage to lymphatic system (8-11).

This patient had the symptoms of disease at the
age of 13 years, with no history of surgery, radiation
or Crohn’s disease. But she had four episodes of
acute cellulites. Since lymphatic system damage is
suggested in pathophysiology of lymphangioma
circumscriptum, her disease may be due to lymphatic
system damage after recurrent cellulites, or an
underlying lymphatic abnormality predisposed her to
cellulites, resulting in lymphatic fibrosis and vulvar
lymphangioma (6, 7). Another hypothesis is a
congenital disease with late onset.

Fig. 2. Pathology of vulvar lymphangioma circumscriptum.



Valvar lymphangioma circumscriptum

Fig. 3. Pathology of vulvar lymphangioma circumscriptum

Lymphangioma circumscriptum usually manifests
with clusters of pseudovesicles with thin walls. But it
may appear rarely as papules, nodules or wart-like
lesions with pruritus, pain, secretion and cellulites.
Since our patient’s lesions were diffuse and extensive
and the duration of disease was long (more than 5
years), hyperkeratosis and wart-like lesions may be
due to long-term skin irritation.

There is no proven medical treatment for
lymphangioma  circumscriptum. The preferred
treatment of lymphangioma circumscriptum is
complete surgical excision, which sometimes fails
and early recurrence is common. In this case
lymphangioma was superficial and the lesion did not
recur.

Recently, laser-therapy with CO, has been applied
as an effective treatment for lymphangioma
circumscriptum (6, 7, 12, 13). But in some cases,
especially in those with extensive and deep lesions, it
causes keloid formation (8). Because our patient was
young and virgin and cosmetic aspect of treatment
was important, we preferred excision by surgery
because the lesion was extensive and there was
possibility of keloid formation after laser-therapy.

Fortunately, after ten-month follow up, there was
no evidence of postoperative complications or
recurrence of lymphangioma circumscriptum.
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