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A 38-year-old woman with a 25-year history of numerous 
cystic nodules and papules localized on the face, neck, 
chest, axillae, inguinal regions and vulva was referred to 
our department. Her mother, brother, sister and daughter 
had similar, but fewer lesions. In the last few years new 
cysts had appeared in the inguinal region and on the vulva 
impairing her sexual activity (Fig. 1) (Dermatology Life 
Quality Index (DLQI) score = 16 points). She was concerned 
about being seen in public, feeling physically unattractive 
and sometimes depressed. 

Histopathology of the lesion excised from the axillary 
fold demonstrated a folded cystic lesion located in the mid-

dermis (Fig. 2). In some parts of the lumen a small amount 
of eosinophilic horny material was present. No connection 
between the cyst wall and overlying epidermis was found. 
Immunohistochemical study showed the presence of ke-
ratin 17 in upper layer cells in the cyst wall.

What is your diagnosis?
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Fig. 1. Large, soft nodules on 
the vulva.

Fig. 2. Thin-walled cyst located in the mid-dermis. There is a small amount 
of eosinophilic horny material in the lumen. The wall of the cyst is lined with 
stratified squamous epithelium, without a granular cell layer (haematoxylin 
and eosin, original magnification × 200). doi: 10.2340/00015555-0825
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Diagnosis: Steatocystoma multiplex

Steatocystoma multiplex (SM) is an uncommon disorder 
characterized by development of numerous dermal cysts, 
which are benign nevoid pilosebaceous gland tumours.  
Although the condition is inherited in an autosomal domi-
nant fashion, many sporadic cases have also been reported. 
The onset of SM tends to occur during adolescence or early 
adulthood, and there is no evidence of any predilection as to 
gender or ethnicity. Clinically, the lesions appear as smooth, 
round, skin-coloured to yellowish papules or nodules, espe-
cially in the axillae, as in this patient (Fig. 3). The cyst may 
exude an oily or creamy fluid when punctured. Cysts range 
in diameter from a few millimetres to several centimetres, 
and are typically located in areas where the pilosebaceous 
apparatus is well developed (1, 2). Cases of SM with pre-
dominantly acral and vulvar distribution have also been 
reported (3–5). The lesions are usually asymptomatic, but 
may become inflamed, rupture and heal with scarring, as 
was reported by our patient. 

The histopathology of SM is characterized by the pre-
sence of empty cyst formed by a thin wall of stratified 
squamous epithelium without a granular layer. Sebaceous 

glands or atrophic sebaceous elements are presented adja-
cent to or within the cyst wall (1, 2, 6). 

The origin of SM is uncertain, but it is probably derived 
from either transformed sebaceous ducts or cells differentia-
ting toward the sebaceous duct because of comparable kera-
tin expression (7). Immunohistochemical study reveals the 
presence of keratin 17 in upper layer cells in the cyst wall, 
whereas basal and parabasal layers are positive for keratin 14 
(7). Treatment is not usually required, but in many cases the 
disease affects the psychological well-being of the patients. 
Surgical care, e.g. aspiration, excision, carbon dioxide laser 
therapy or liquid nitrogen cryotherapy, performed for cosme-
tic reasons, is sufficient in less severe cases. In the present 
case surgical excision of all the vulval cysts was performed 
successfully. At follow-up after 4 weeks, the patient reported 
an improvement in the quality of her sex life. The DLQI 
score decreased from 16 to 7 points. In inflammatory type 
of SM oral antibiotics and isotretinoin could be used, but 
this treatment is not fully effective (1, 2, 8).
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