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Abstract: Lymphangioma circumscriptum (LC) is a rare benign lymphatic malformation presenting as clusters of translucent vesicles. 

Genital involvement, particularly over the external urethral meatus, is exceedingly uncommon and may mimic infectious conditions. We 

report a 15-year-old male with a congenital, progressively enlarging lesion over the urethral meatus associated with intermittent bleeding. 

Examination revealed grouped clear fluid-filled vesicles over an erythematous plaque. The patient had prior interventions with recurrence 

and complications. Due to the sensitive site and parental preference, conservative management with follow-up was advised. This case 

highlights the diagnostic challenge of urethral LC and emphasizes the importance of considering it in genital lesions to avoid misdiagnosis 

and inappropriate treatment. 
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1. Introduction 
 

Lymphangioma circumscriptum is a rare benign cutaneous 

lesion which occurs due to the hamartomatous tortuous 

lymphatic channels. It can be congenital, occurring due to the 

abnormal development of lymphatics over epidermis or 

subcutaneous tissue or can occur after occlusion of lymphatic 

flow due to any cause, like edema, post-surgery, radiation or 

due to pressure effects of a tumor growth. It sometimes can 

cause pain, discomfort, irritation and discharge of serous fluid 

from the lesions.1 Lymphangioma are divided into two 

categories: superficial and deeper type. Cutaneous 

lymphangioma circumscriptum falls under the superficial 

type and the deeper type consists of cystic hygroma and 

cavernous lymphangioma.2  Lesions of lymphangioma 

circumscriptum present as plaque over which are studded, 

multiple clear fluid filled vesicles which have frogspawn 

appearance on dermoscopy.3 It can cause a diagnostic 

dilemma when occurs in genital areas and can be confused for 

lesions of herpes zoster, molluscum contagiosum, anogenital 

warts and other infectious conditions.4 The occurrence over 

urethral meatus is rare and not many cases have been reported 

in literature. 

 

2. Case Presentation 
 

A 15-year-old male patient presented in skin OPD with a 

slowly progressive lesion present over the opening of the 

urethral meatus. The lesion was present since birth and had 

been first noticed by the boy’s parents 15-20days after his 

birth. The lesion had been slowly growing in size ever since. 

It initially was present over the lower right side of the opening 

of meatus and has grown to current size almost covering the 

opening circumferentially. It is associated with bleeding per 

urethra with complains of pain occasionally but no other 

discomfort. The boy had been circumcised at the age of 5 

years. On closer inspection there was a plaque on which were 

present a cluster of translucent clear vesicles, of 

approximately 1mm-3mm in diameter over an erythematous 

base. The lesions were filled with clear fluid. There was 

blood-tinged watery discharge present over the external 

urethral meatus. It was not tender on touch. Patient had a 

complaint of bleeding from urethra since the age of 4 years, 

which did not improve after circumcision. He had an 

ulceration over the lesion at the age of 6 years for which his 

parents consulted a local practitioner and was treated 

symptomatically with Neosporin ointment and were advice 

for cryoscopy and fulguration for which patient party denied. 

Patient underwent a chemical cautery with copper sulphate 

solution at age 7 years after which he developed strictures for 

which surgical treatment were done. The lesion recurred and 

since then has been insidiously growing along with complains 

of recurrent ulcerations and bleeding from urethra. 

 

A biopsy was done and the sample sent for histopathological 

examination which showed acanthosis and hyperkeratosis in 

the epidermal region along with dilated lymphatics in the 

papillary dermis, confirming the diagnosis for lymphangioma 

circumscriptum. 

 

The parents were counseled for RFA for which they denied. 

The patient and parents were counseled for future 

complications of secondary infection and ulcerations and 

symptomatic treatment was given. Patient was kept in 

monthly follow up. 
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Image 1: Lesion of lymphangioma circumscriptum(LC) seen over the external urethral meatus 

 

 
Image 2: Another image showing lesion of LC at the external urethral meatus in the patient.
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Image 2: Biopsy of the lesion showing dilated lymphatics 

confirming diagnosis of LC 

 

3. Discussion 
 

Lymphangioma circumscriptum although congenital in most 

cases, can also be acquired. 1 Superficial lymphangioma 

comprising the cutaneous lymphangioma circumscriptum is 

the most common type of cutaneous lymphangioma.2   

 

The pathogenesis of congenital lymphangioma 

circumscriptum was described by Whimster in 1976. The 

primitive lymph sac during embryonic development gives rise 

to lymphatic cisterns which remain deep in subcutaneous 

tissue due to failure of connection to the lymphatic channels. 

The vesicles seen over the skin are a result of the distension 

of the occluded channels when the muscle lining present in 

the lymphatic cistern walls contract causing a rise in pressure 

within these channels. 5 The malformations in the lymphatics 

as well as vascular malformations have been attributed to 

mutations in somatic phosphatidylinositol-4,5-bisphospate 3-

kinase, catalytic subunit alpha (PIK3CA). 6 LC in half of the 

cases are present at the time of birth and in 90% cases become 

apparent by 2 years of age. 7 

 

The lesions of LC most commonly occur over the arms, legs 

and trunk but can involve any other cutaneous area of the 

body. 8LC appear as small vesicles of size 1-3mm in diameter 

which are filled with clear fluid and are clustered over a 

plaque with erythematous base.3 The lesions can ulcerate due 

to secondary infection and can become hemorrhagic as seen 

in this case. 8 

 

There are no pharmacological treatments options available 

and surgical removal is the definitive treatment option 

available, however other methods like imiquimod,  

bleomycin, ablative CO2 lasers, radiofrequency ablation, 

cryotherapy, sclerotherapy have been tried.9 To  this day only 

a single case of external urethral meatus LC has been 

described in study done by Jayanti S. et al in a report 

published in 2020, in which lesion was present over external 

urethral meatus in 10-year-old male child.10 LC present over 

genital sites particularly in pediatric patients poses a different 

challenge for assessment and treatment as it may torment the 

parents and the patient owing to the cosmetic disfigurement 

that may be caused due to the lesion per se or as a result of 

surgical treatments exercised. 

 

4. Conclusion 
 

Urethral LC is rare and tends to pose challenge for clinicians 

while making a diagnosis as it mimics other genital lesions 

and hence warrants a need for proper consideration to avoid 

missing the diagnosis and to prevent inappropriate treatment. 
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