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Chronic Vulvar Plaque in a Patient 
With Severe Hidradenitis Suppurativa

Emily L. Clarke, MD; Hana Paladichuk, MD

A 38-year-old woman with long-standing severe 
hidradenitis suppurativa presented to our dermatology 
clinic with an asymptomatic, slowly enlarging growth 
on the right labium majus of 2 years’ duration. She 
also had severe persistent drainage from nodules and 
sinus tracts involving the abdominal pannus, inguinal 
folds, vulva, perineum, buttocks, and upper thighs. 
After treatment failure with oral antibiotics and adalim-
umab, her regimen included infliximab-dyyb, chronic 
systemic steroids, spironolactone, topical clindamycin, 
and benzoyl peroxide, with plans for eventual surgical 
intervention. Physical examination revealed the patient 
had numerous pink papules coalescing into a plaque 
on the right labium majus. She also had innumerable 
papulonodules, sinus tracts, and indurated scars in the 
inguinal folds, genitalia, and perineal region from severe 
hidradenitis suppurativa. 

WHAT’S YOUR DIAGNOSIS?
a. acquired lymphangioma circumscriptum
b. condylomata acuminata 
c. condyloma lata
d. giant condyloma of Buschke-Löwenstein 
e. squamous cell carcinoma
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A skin biopsy of the plaque on the right labium majus 
showed a proliferation of well-formed, dilated 
lymphatic vessels lined by benign-appearing  

endothelial cells in the papillary dermis (Figure). These 
findings were consistent with a diagnosis of acquired 
lymphangioma circumscriptum (ALC) in the setting of 
severe hidradenitis suppurativa (HS).

Acquired lymphangioma circumscriptum (also known 
as acquired lymphangiectasia or secondary lymphan-
gioma1) is a rare skin finding resulting from chronic 
lymphatic obstruction that leads to dilated lymphatic 
vessels within the dermis.2,3 There also is a distinct con-
genital form of lymphangioma circumscriptum caused 
by lymphatic malformations present at birth.2,4 Acquired 
lymphangioma circumscriptum of the vulva is a rare 
phenomenon.3 Identified causes include radiation or sur-
gery for carcinoma, solid gynecologic tumors, lymph-
adenectomy, Crohn disease, and tuberculosis and other 
infections, all of which can disrupt normal lymphatics  
to cause ALC.2-4 Hidradenitis suppurativa is not a widely 
recognized cause of ALC; however, this phenomenon 
is reported in the literature. A long-standing history  
of severe HS complicated by lymphedema seems to pre-
cede the development of ALC in the reported cases, as in 
our patient.5-7 

Acquired lymphangioma circumscriptum of the vulva 
can appear in women of all ages as frog spawn or cobble-
stone papules or vesicles, sometimes with a hyperkera-
totic or verrucous appearance.2,4 Associated symptoms 
include serous drainage, edema, pruritus, and discomfort. 
The lesions may become eroded, which can predispose 
patients to secondary infections.1,2 Acquired lymphan-
gioma circumscriptum of the vulva can be difficult to 
diagnose, as the time interval between the initial cause 
and the appearance of skin findings can be years, leading 
to the misdiagnosis of ALC as other similar-appearing 
genital skin conditions such as squamous cell carcinoma 
or condyloma.4,8 When misidentified as an infection, 
diagnosis can lead to substantial distress, abstinence from 
sexual activity, and unnecessary and painful treatments.

Skin biopsy is helpful in distinguishing ALC from 
other differential diagnoses such as condylomata acu-
minata, squamous cell carcinoma, and condyloma lata. 
Histopathology in ALC is notable for dilated lymphatic 
vessels filled with hypocellular fluid and lined with endo-
thelial cells in the superficial dermis; the epidermis can 
appear hyperplastic, hyperkeratotic, or eroded.3-5,9 These 
lymphatic vessels stain positively for CD31 and D2-40, 
markers for endothelial cells and lymphatic endothelium, 
respectively, and negative for CD34, a marker for vascular 
endothelium.3,4,9 Features suggestive of condylomata acu-
minata such as rounded parakeratosis, hypergranulosis, 

and vacuolated keratinocytes9 are not present. The giant 
condyloma of Buschke-Löwenstein, a clinical variant of 
verrucous squamous cell carcinoma, also can present as 
a warty ulcerated papule or plaque in the genital region, 
but the characteristic rounded eosinophilic keratinocytes 
pushing down into the dermis9 are not seen in ALC. 
Secondary syphilis is associated with condyloma lata, 
which are verrucous or fleshy-appearing papules often 
coalescing into plaques located in the anogenital region. 
Pathologic features of secondary syphilis include vacuolar 
interface dermatitis and acanthosis with long slender rete 
ridges.9 Squamous cell carcinoma, which can arise from 
inflammation associated with long-standing HS, must be 
ruled out, as it is associated with a high risk of mortality 
in patients with HS.10 

It is noteworthy to recognize the various, often confus-
ing nomenclature used to describe cutaneous lymphatic 
conditions. The terms acquired lymphangioma circumscriptum, 
secondary lymphangioma, and lymphangiectasia are used 
interchangeably to describe dilated lymphatic vessels 
in the skin.1 The term atypical vascular lesion refers to 
lymphectasias of the skin of the breast due to prior 
radiation therapy most often used in the treatment of 
breast carcinoma; clinically, these present as red-brown 
or flesh-colored papules or telangiectatic plaques on the 
breast.11,12 Lymphedema also may occur alongside atypi-
cal vascular lesions, as prior radiation or surgical lymph 
node dissection can predispose patients to impaired lym-
phatic drainage.13 The lymphatic histopathologic subtype 
of atypical vascular lesions may appear similar to ALC;  

THE DIAGNOSIS:

Acquired Lymphangioma Circumscriptum

A lesional specimen showed hyperkeratosis and acanthosis of the 
epidermis with a proliferation of well-formed, dilated lymphatic ves-
sels lined by benign-appearing endothelial cells in the papillary der-
mis (H&E, original magnification ×40). Image courtesy of  
Alicia Schnebelen, MD (Dallas, Texas).
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however, the vascular subtype will demonstrate collec-
tions of capillary-sized vessels and extravasated eryth-
rocytes.11,12 Unlike ALC, the benign nature of atypical 
vascular lesions has been questioned, as they may be 
associated with a small risk for progression to angiosar-
coma.11-13 It also is important to distinguish ALC from 
lymphangiomatosis, a generalized lymphatic anomaly 
that is characterized by extensive lymphatic malforma-
tions involving numerous internal organs, including the 
lungs and gastrointestinal tract. This condition is associ-
ated with notable morbidity and mortality.13 

Although the suffix of the term lymphangioma sug-
gests a neoplastic process, ALC is not a neoplasm and 
can be managed expectantly in many cases.2,3,8 However, 
due to cosmetic appearance, pain, discomfort, and recur-
rent bacterial superinfections, many patients pursue  
treatment. Treatment options for ALC include sclero-
therapy, electrocautery, radiofrequency or carbon diox-
ide laser ablation, and excision, though recurrence can 
arise.3-5,7,8 Our patient elected to manage her asymptom-
atic ALC expectantly. 
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