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Congenital vulvar lymphangioma circumscriptum

was fi xed to the underlying tissues. There was no inguinal 
swelling and no lymphadenopathy. Results of laboratory 
investigations were within normal limits.

The lesion was excised by unilateral hemivulvectomy, 
with normal margins. The cut surface showed nodularity 
and papillary projections. The postoperative course was 
uneventful. Pathological examination of the specimen 
revealed dilated lymphatic channels with acelluar eosino-
philic fl uid under the epidermis. Acanthosis and papillo-
matosis were present in the epidermis. Also, lymphatic 
infi ltration was prominent in the dermis.

Discussion

Lymphangioma circumscriptum (LC) is a rare benign dis-
order of the lymphatic channels, of nonspecifi c etiology.1 
LC is a circumscribed developmental defect of the lymphat-
ics in deep and subcutaneous layers. The disorder is char-
acterized by localized grouped thin-walled vesicles that are 
fi lled with clear or eosinophilic lymphatic fl uid and that 
range in diameter from 1 to 5 mm.2 The vesicles when fi lled 
with blood may appear eosinophilic and may arise over 
preexisting papules or they may be associated with hyper-
keratosis, giving a verrucous appearance.3 Epithelial changes 
and tissue organization may lead to the formation of fi rm 
nodules or warty lesions.

LC may present as either a congenital or an acquired 
abnormality. In a recent review by Roy et al.,4 11 cases of 
congenital LC of the vulva were reported. Vulvar LC may 
be complicated by cellulitis, pain, pruritus, and excoriation 
caused by the spontaneous oozing of the vesicles. In our 
patient, the leg edema had occurred as a complication 
of the vulvar LC. In the differential diagnosis of vulvar 
LC, herpes zoster, molluscum contagiosum, genital warts, 
leiomyoma, angiomyofi broblastoma, angiomyxoma, cel-
lular angiofi broma, and aggressive sarcomas should be 
considered.5

LC has been classifi ed into two categories by Peachey 
et al.:1 classic and localized varieties. Classic LC is the more 
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Introduction

Lymphangioma circumscriptum (LC) is a defect of lym-
phatic channels in the deep dermis and subcutaneous layers, 
characterized by grouped vesicles. This disorder rarely 
occurs in vulvar sites. We present a rare case of LC in a 
72-year-old patient who presented with a vulvar mass and 
ipsilateral leg edema.

Case report

A 72-year-old woman presented with a large vulvar mass 
that had been growing gradually for the past 3 years. She 
also had right-leg edema. There was no history of sexually 
transmitted disease, tuberculosis, or fi lariasis. She had been 
postmenopausal for 25 years. Her family and personal 
histories were unremarkable.

She was 158 cm in height and 116 kg in weight. On vulvar 
examination she had a unilateral right-sided vulvar mass 
10 × 5 cm in diameter. She also had unilateral right-sided 
leg edema. The vulvar mass had an irregular surface and 
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commonly encountered variety; it presents at birth or at age 
less than 30 years with a lesion diameter of more than 1 cm. 
Classic LC lesions frequently involve upper arm, axillae, 
pectoral, and scapular regions. The localized variety of LC, 
which occurs less frequently, it is not age-specifi c, and the 
lesion diameter is less than 1 cm2. The two varieties are dif-
ferentiated by histopathological examination, with the pres-
ence of closely packed lymphatics seen in the localized 
variety and diffusely scattered dilated lymphatic channels 
seen in the classic variety. Our patient’s specimen had fea-
tures of the classic variety.

The proposed etiology of acquired LC is the architec-
tural disruption of previously normal channels; this leads to 
acquired LC by the sequestration and further dilatation of 
previously normal lymphatics. The predisposing conditions 
for acquired LC are: radical surgery and/or radiation therapy 
for cervical neoplasia, genital tuberculosis, Crohn’s disease, 
acute cellulitis, bilateral varicose veins in the lower extremi-

Table 1. Previously reported cases of congenital vulvar lymphangioma circumscriptum

Author Year Treatment

Bauer et al.8 1981 Radical vulvectomy and abdominoplasty
Abu-Hamad et al.9 1989 Partial vulvectomy and Z plasty
Johnson et al.10 1991 Excision and CO2 laser therapy
Murugan et al.11 1992 Vulvectomy
Cecchi et al.12 1995 Observation (patient refused treatment)
Short and Peacock13 1995 Excision of squamous cell carcinoma
Nishi14 1998 Sclerosing therapy planned (patient discontinued treatment)
Gordon and Kaufman15 1999 Laser therapy or observation proposed
Sah et al.6 2001 Simple vulvectomy with wide excision
Vlastos et al.3 2002 Radical wide local excision
Roy et al.4 2004 Radical vulvectomy and deep ablation
Dikmen et al. (present case) 2007 Unilateral hemivulvectomy

Modifi ed from Roy et al.4

Fig. 1. The appearance of the lesion just before the surgery

Fig. 2. Macroscopic appearance of the lesion in slices with papillar 
surface

Fig. 3. Microscopic appearance of the subepidermal cystic lesion fi lled 
with lymphatic fl uid. Note the lymphocytic infi ltration. H&E, ×10
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ties, and rhabdomyosarcoma.3,4 No standard treatment of 
choice has been described for the management of LC. 
Depending upon the type and extent of LC, the treatment 
options can be procedures such as abrasive therapy, sclero-
therapy, electrocoagulation, or a surgical excisional proce-
dure.3,4 The most preferred treatment for both the congenital 
and acquired types is surgical excision.6 In surgical excision 
the deep-feeding lymphatic cisterns should be removed in 
order to prevent recurrence. If the overlying skin only is 
removed, the outgrowths of lymphatic cisterns left in the 
deep tissue will cause a recurrence of the tumor. Lesions 
that are more than 7 cm in size have a higher risk of 
recurrence.7

In the present patient, LC was managed surgically, with 
a deep, wide local excision of the large vulvar tumor.
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