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Lymphangioma is a benign proliferation of the 
lymphatic vessels that accounts for approximately 
4% of vascular malformations and 26% of benign 
vascular tumors. Compared to those arising in 
nongenital areas, lymphangiomas of the vulva and 
genital areas are more hyperplastic, possibly due 
to the loose connective tissue, which can cause 
a cauliflowerlike appearance and may easily be 
misdiagnosed as genital warts or molluscum 
contagiosum. We report a case of acquired pro-
gressive lymphangioma (APL) of the inguinal area 
that mimicked giant condyloma acuminatum and 
showed favorable results following surgical exci-
sion. We also provide a review of the literature 
regarding the pathogenesis, diagnosis, differen-
tial diagnosis, and treatment of APL.
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Lymphangioma is a benign proliferation of the 
lymphatic vessels that accounts for approxi-
mately 4% of vascular malformations and 

26% of benign vascular tumors. It is considered to 
develop from sequestered lymphatic sacs that fail to 

communicate with the peripheral draining channels.1 
Based on the clinical and pathologic characteristics, 
lymphangiomas are broadly classified as superficial 
(lymphangioma circumscriptum) or deep (cavern-
ous lymphangioma).2 There is no clear distinction 
between these 2 classifications, but the sole differ-
ence appears to be the extent of the malformation.3 
Lymphangiomas also may be classified as simple, cav-
ernous, or cystic according to the size of the vessels.

Congenital and acquired lymphangiomas also 
may be differentiated by cutaneous localization. 
Congenital lymphangiomas result from a hamar-
tomatous malformation of lymphatic vessels, while 
acquired lymphangiomas are the result of acquired 
obstruction of lymphatic vessels induced by surgery, 
trauma, infection (eg, erysipelas, tuberculosis), can-
cer, radiation therapy, chronic inflammation, and 
other unknown causes. Compared to those arising 
in nongenital areas, lymphangiomas of the vulva 
and genital areas are more hyperplastic, possibly due 
to the loose connective tissue, which can cause a 
cauliflowerlike appearance and may easily be misdi-
agnosed as genital warts or molluscum contagiosum.4 
We report a case of acquired progressive lymphan-
gioma (APL) of the inguinal region that mimicked 
giant condyloma acuminatum and showed favorable 
results following surgical excision.

Case Report
A 38-year-old man presented with an asymptomatic 
excrescence on the right side of the inguinal region 
of 13 months’ duration. The patient reported a 
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Practice Points
	 Acquired	progressive	lymphangioma	in	the	genital	area	is	easily	misdiagnosed	and	therefore	requires	

careful	examination.	
	 Wide	excision	of	acquired	progressive	lymphangioma	is	suggested	to	prevent	recurrence.
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history of sexual activity approximately 1.5 years 
prior to presentation; 5 months later, small reddish 
papules developed on the right side of the inguinal 
region and on the glans penis with a typical con-
dyloma appearance. Acetowhitening of the lesions 
was positive for condyloma acuminatum. Potent 
treatment was administered with electrodesiccation 
and subsequent use of interferon alfa-2b ointment  
(1,000,000 IU/5 g), with a dosage of approximately  
1 g per day for 1 month.

The patient was free of disease for 4 months; then 
reddish papules reappeared in the same location in 
the inguinal region and gradually increased in size 
and number, overlapping to form a large cauliflow-
erlike mass. New lesions also developed around the 
scrotum but not on the glans penis. The large mass 
had a frequent outflow of mucinous fluid that soiled 
the patient’s clothing. On physical examination a 
225-cm neoplasm with a smooth lustrous surface 
and slight oozing was noted on the right side of the 
inguinal region, mimicking giant condyloma acumi-
natum (Figure 1). The lesion was composed of many 
single pedunculated cystic papules; separation of the 
individual papules yielded bloody sticky secretions, 
and puncture of lesions led to a large outflow of thick 
clear fluid. There were scattered isolated lesions 
around the scrotum, but no involvement of the penis 
was noted. 

Unlike the results from his initial presentation, 
repeat acetowhitening of the lesions was negative. 
Peripheral edema and enlarged inguinal lymph 
nodes were not detected. Computed tomography 
of the abdomen was normal. Pathologic evaluation 
of a biopsy from a sample lesion showed epidermal 

Figure 1. A	225-cm	neoplasm	with	a	smooth	lustrous	
surface	and	cauliflowerlike	appearance	on	the	right	side	
of	the	inguinal	region.

Figure 2. Pathologic	examination	revealed	epidermal	
hyperplasia;	acanthosis	without	koilocytes	or	atypical	
cells;	and	substantially	dilated,	thin-walled	lymphatic	
vessels	containing	lymph	fluid	and	some	red	blood	cells	
in	the	dermis	with	moderate	inflammatory	cell	infiltration	
(A–C)(H&E;	original	magnifications	40	(200	[inset]),	
100,	and	200,	respectively).
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hyperplasia; acanthosis without koilocytes; and sub-
stantially dilated, thin-walled lymphatic vessels con-
taining lymph fluid and some red blood cells in the 
dermis with moderate infiltration of inflammatory 
cells (Figure 2). 

Immunohistochemical staining of the dilated ves-
sels for D2-40 antibody was positive, which indicated 
that the channels were lymphatic vessels (Figure 3). 
Staining was negative for Kaposi sarcoma–associated 
herpesvirus and human papillomavirus 6 and 11. 
Based on the clinical and histopathologic findings, 
a diagnosis of APL was made. Wide excision of the 
primary neoplasm was performed, and the smaller sur-
rounding lesions were treated with cryotherapy. The 
patient was symptom free 5 years after treatment and 
follow-up is ongoing.

Comment
Acquired progressive lymphangioma, also known as 
benign lymphangioendothelioma, is a rare benign pro-
liferation of lymphatic vessels caused by lymphatic 
malformation.3 Clinically, APL usually presents as a 
solitary, asymptomatic, erythematous patch or plaque 
on the trunk and limbs and occurs most commonly in 
adolescents and young adults,5 suggesting that a reactive 
process plays a role in the development of APL. One 
report described a 44-year-old woman with a history of 
Crohn disease and recurrent genital cellulitis who pre-
sented with a lymphangioma resembling genital warts. 
This case suggests that these 2 conditions—Crohn dis-
ease and recurrent cellulitis—likely are the main causes 
of genital lymphatic destruction, lymphedema, and 
lymphangioma.6 In our patient, the causative factor of 

disease may have been due to the fulguration treatment, 
not a primary human papillomavirus infection.

Histopathologically, APL exhibits many dilated, 
tortuous, thin-walled lymphatic channels in the der-
mis.7 The vascular channels may have scanty pro-
teinaceous material and some red blood cells. 
Immunohistochemically, the endothelial cells of APL 
variably stain positive for factor VIII, CD31, and CD34. 
D2-40 is the most sensitive and specific marker of 
lymphatic endothelium, which can further confirm the 
vascular vessels to be of lymphatic origin.7

Prior to surgery, careful consideration of the differ-
ential diagnosis of APL is important to exclude other 
potential gastrointestinal or genitourinary conditions 
(eg, cystic hygroma, hernia, hydrocele of the spermatic 
cord, torsion of an undescended testicle, genital warts 
[as in our patient]). Well-differentiated angiosarcoma 
and the patch stage or lymphangiomatous variant of 
Kaposi sarcoma should be considered, especially in 
high-risk populations prone to developing malignant 
neoplasms (eg, patients with human immunodeficiency 
virus, those with a history of radiotherapy or chronic 
lymphedema).8,9 Histologic features such as a lack of 
cellular atypia and mitotic figures or scanty inflamma-
tory cells can exclude a diagnosis of an angiosarcoma.10

Verrucous hemangiomas are congenital vascular 
malformations that present histologically with reac-
tive epidermal changes of hyperkeratosis, acanthosis, 
papillomatosis, and numerous dilated capillaries in the 
papillary dermis. These growths usually are located 
on the lower extremities and involvement generally  
is unilateral.11

Various treatment modalities including cryotherapy, 
laser therapy, radiotherapy, and surgery have been sug-
gested. In one report, 66% of cases (8/12) were treated 
by surgical excision with an excellent prognosis.10 
Sclerotherapy also may be considered an alternative 
treatment. Because the individual lesions in our patient 
developed into one large neoplasm, surgery was the pre-
ferred treatment method. Due to the complex anatomi-
cal structure, wide excision, including subcutaneous 
tissues, was adopted to reduce recurrence.

Conclusion
We achieved a satisfying outcome in our patient with 
surgery. Our case serves to remind physicians of the rare 
clinical features of APL that are easily misdiagnosed as 
genital warts or malignant neoplasms.
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