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ABSTRACT
We report the case of a 13-year-old patient with no previous medical history 
who presented multiple verrucous, papular and hyperkeratotic lesions on the 
labia majora of the vulva of one year of evolution, occasional bleeding and skin 
hyperpigmentation. Histopathology of the vulvar biopsy confirmed the diagnosis of 
vulvar lymphangioma. This entity is a benign and rare alteration of lymph vessels 
and, although it can occur anywhere on the skin surface, it is most commonly found 
in chest, thighs and buttocks. Vulvar presentation is rare. It is considered to account 
for less than 6% of benign childhood tumors.
Key words: Superficial lymphangioma, Vulva, Adolescent.

RESUMEN
Reportamos el caso de una paciente de 13 años de edad, sin antecedentes de 
relevancia, que mostró lesiones múltiples en los labios mayores de la vulva, de aspecto 
verrucoso, papular e hiperqueratósico, algunas sangrantes, con hiperpigmentación y 
de un año de evolución. La histopatología de la muestra de biopsia vulvar confirmó el 
diagnóstico de linfangioma circunscrito. Esta entidad es mencionada en la literatura 
como una alteración benigna y poco frecuente de los vasos linfáticos y, aunque 
puede ocurrir en cualquier sitio de la superficie cutánea, se presenta de manera más 
frecuente en tórax, muslos y glúteos, siendo poco frecuente la localización en vulva. 
Se considera que representa menos del 6% de los tumores benignos de la infancia.
Palabras clave. Linfangioma superficial, Vulva, Adolescente.

CASE REPORT

IntroductIon

Benign vascular tumors of the female genital tract are infrequent. Its 
diagnosis is usually incidental because these lesions are usually asymp-
tomatic and small sized(1). Lymphangioma circumscriptum (LC) arises 
from a defect in the development of the lymphatic vessels in the deep 
dermis and in the subcutaneous cellular tissue. It is characterized by the 
presence of grouped verrucose lesions. We present the case of a patient 
diagnosed with vulvar LC, as well as a current literature review. 

case report

A 13-year-old female patient was referred to the adolescent gynecology 
service because of vulvar lesions, occasionally pruritic, and of one-year 
evolution. The patient had received a presumptive diagnosis of genital 
warts and received treatment with trichloroacetic acid in her commu-
nity’s local hospital, without any improvement. The patient had no sig-
nificant previous important medical history. 

On physical examination, there was slight edema of the right labium 
majus, multiple verrucous lesions, and bleeding isolated hyperkeratotic 
papules in both labia majora (Figure 1). Adenopathies were present. Vul-
var soft parts ultrasound showed a vascular tumor with low flow inter-
nal tortuous tubular structures. Systole velocity (SV) was 18.6 cm/seg, 
and the resistance index (RI) 0.28. Some anechoic tracts did not capture 
vascular flow on color Doppler. The lesion’s size was 49.7 x 1.8 mm and 
covered the fatty and dermic planes of the left and right labia majora, 
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especially the left. These were considered signs 
of venous malformation or possibly a vulvar 
lymphangio-hemangioma.

Biopsy of these lesions showed proliferation 
of the lymphatic vascular structures, circum-
scribed to the interpapillary epidermal ridges. 
These findings were compatible with the diagno-
sis of lymphangioma (Figures 2 and 3). She re-
ceived direct puncture sclerotherapy (Figure 4), 
with good therapeutic response. The patient is 
currently under outpatient control (Figure 5).

dIscussIon

Lymphangioma circumscriptum  is a benign al-
teration of the ymphatic vessels, which can oc-
cur anywhere on the cutaneous surface, but 
most frequently in thorax, thighs and buttocks(2). 
The vulvar localization is infrequent(1-3). It was 
described by Fox in 1879. The term ‘lymphan-
gioma circumscriptum’ was coined in 1889 by 
Malcom Morris(4). The etiology of LC still has not 
been established. It is divided in congenital or 
acquired. In the case of congenital LC, there is a 
defect in the development of the lymphatic ves-
sels, with multiple cisterns in the subcutaneous 
cellular tissue without communication with the 
general lymphatic system. One of the proposed 
etiologies for acquired LCs is interruption of the 
normal lymphatic channels originating seques-
tration and dilation(2).

The main underlying factors for acquired vulvar 
LC are radical surgery and/or radiation therapy 
of cervical neoplasia(5). Other etiological factors 
include genital tuberculosis, Crohn’s disease 
with vulvar fistula, infections (cellulitis, erisipela, 
venereal lymphogranuloma, filariasis), trauma, 
keloids, scleroderma, rhabdomyosarcoma, and 
pregnancy, among others(6,7). Clinically, LC is char-
acterized by the presence of vesicular lesions 
either isolated or grouped as 'frog eggs'. These 

Figure 3. ProliFeration oF lymPhatic vessels in the rest oF the der-
mis. orthokeratotic hyPerkeratosis, irregular acanthosis.

Figure 2. PaPillary dermis with lymPhatic dilation, thinning oF the 
overlying ePidermis, absence oF PaPillary ridges. mild chronic suPer-
Ficial and Perivascular inFlammatory inFiltration.

Figure 1. multiPle warty asPect translucent lesions localized in 
both labia majora; isolated normal hyPerkeratotic skin colored 
PaPules.
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lesions have thin walls, clear fluid, a diameter be-
tween 1-5 mm and pink, purple or black appear-
ance when they contain blood. The presence of 
hyperkeratosis gives it a warty appearance, simu-
lating genital warts. Although usually asymptom-
atic, LCs can be associated to itching, burning, 
pain or dyspareunia(12). 

Histologically, LC is characterized by multiple di-
lated vascular channels in the papillary dermis, 
and contain few erythrocytes and abundant fi-
brin, surrounded by a thin wall composed of en-
dothelial cells. In the epidermis, hyperkeratosis 
with decreased thickness of the Malpighi stra-
tum can be observed(3).

Differential diagnoses of vulvar LCs include geni-
tal warts, herpes zoster and molluscum conta-
giosum. Other entities include leiomyoma, cel-
lular angiofibroma, angiomyofibroblastoma, 
angiomyxoma, warty tuberculosis, lymphogran-
uloma venereum, filariasis(7,9).

The most frequent complications are vulvar ede-
ma, pain, recurrent cellulitis and sexual dysfunc-
tion. Lymphoangiosarcoma is a rare but serious 
complication that sometimes appears following 
radiation treatment(2,10,11).

Treatment for congenital and acquired LC is the 
same. Therapeutic options include cryotherapy, 
electrocoagulation, sclerotherapy, CO2 laser, 
5-fluorouracil and surgical excision. The treat-
ment of choice is surgical. Laser therapy, lym-
phovenous anastomosis and lymphatic angio-
plasty have shown good results, but the number 
of cases is still limited(8,9,12).  Recurrences of LC 
after radical vulvectomy have been described. 
Browse et al.(13) reported a high rate of recur-
rence in lesions larger than 7 cm. 

The case of vulvar LC in an adolescent patient 
presented is a rare entity that can lead to an er-
roneous differential diagnosis, as well as conse-
quent incorrect treatments. In the present case, 
an alternative treatment of sclerotherapy under 
direct puncture was used in order not to per-
form radical vulvectomy or to reduce the lesion, 
with good results.
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