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Summary Steatocystoma multiplex is a rare inherited dis-
order with an autosomal dominant mode of transmission, 
but sometimes it may appear sporadically. Usually the onset 
tends to occur during adolescence or early adult life. A clini-
cal case of a 27-year-old male patient is presented. Since 
the age of 8, he had been presenting with multiple, asymp-
tomatic, round-to-oval, well-defined, smooth-surfaced, yel-
low to skin-colored, 5- to 22-mm diameter cysts and nod-
ules initially scattered on the trunk and lately disseminated 
all over the body with less lesions on the lower extremities. 
At one of follow-up visits, he presented with high fever, pain 
with tumefaction of the small and medium size joints of the 
palms and soles, and deteriorated general status with poly-
morphous skin lesions. Based on the clinical and paraclinical 
features, the diagnosis of steatocystoma multiplex general-
isata partially suppurativa was made. He was treated with 
oral isotretinoin (1 mg/kg per day) for 14 weeks, antibiotics 
and local treatments. The lesions healed slowly, with local 
disfigurement, hyperpigmentation and unpleasant scars. 
Isotretinoin usually does not eradicate the condition but could 
be effective in suppurative abscesses. Steatocystoma multi-
plex generalisata is considered rare; the true incidence of 
the disease is unknown. In the disease evolution, the severe 
inflammatory variant, steatocystoma multiplex suppurativa, 
may appear at any time.
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IntroduCtIon
 First described by Jamieson in 1873, and coined 
by Pringle in 1899, steatocystoma multiplex is an 
uncommon and rare disorder of the pilosebaceous 
unit characterized by the development of numer-

ous sebum-containing dermal cysts. Although the 
disease has historically been described as an 
autosomal dominant inherited disorder, most pre-
senting cases are sporadic (1,2). Steatocystoma 



115ACTA DERMATOVENEROLOGICA CROATICA

multiplex is a benign disorder, but in some patients 
the severe inflammatory variant, steatocystoma 
multiplex suppurativa, may appear. In such cases, 
secondary bacterial colonization often leads to 
malodorous discharge. These lesions could heal 
with local disfigurement or with the appearance of 
cosmetically unpleasant scars.

30 junctional and compound nevi too (Fig. 3). Apart 
from the unpleasant cosmetic impact, the patient 
had no other significant clinical symptoms. His 
medical history was unremarkable. The results of 
routine laboratory testing like hematology and bio-
chemistry were within the normal limits. Histologic 
examination showed dermal cysts with lobules 
of sebaceous glands within the cyst wall (Fig. 4). 
The diagnosis was steatocystoma multiplex gen-
eralisata. There was no family history of similar 
lesions, so we considered the patient a sporadic 
case. We suggested regular clinical observations. 
Four months ago, at one of his follow up visits, he 
presented with high fever, pain with tumefaction of 
the small and medium size joints of the palms and 
soles, and deteriorated general status. Dermato-
logic examination showed multiple ruptured drain-
ing cysts, inflammation and abscesses with puru-
lent secretion situated axillary on the left side and 
on a large area on the sacrogluteal region appear-

Figure 1. Lesions on the face

Figure 2. Lesions on the upper chest and neck

CaSe report 
 A 27-year-old male patient, under our obser-
vation for five years, had been presenting since 
the age of 8 with multiple, asymptomatic, round-
to-oval, well-defined, smooth-surfaced, yellow 
to skin-colored, 5- to 22-mm diameter cysts and 
nodules initially scattered on the trunk and lately 
disseminated all over the body, with less lesions 
on the lower extremities (Figs. 1 and 2). Hyperpig-
mented, smooth, shiny plaques were also present 
on the upper back. There were no nail changes. 
We also found a giant café au lait plaque situated 
centrally on the abdominal region and more than 

Figure 3. Lesions on the trunk, café au lait spot 
and naevi

Figure 4. Histologic aspect, H&E, 20X
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ing like hidradenitis suppurativa (Fig. 5) and acne 
conglobata (Fig. 6). The rest of the lesions were 
intact. Laboratory results showed elevated inflam-
matory parameters with marked leukocytosis. Bac-
teriology pointed to Staphylococcus aureus super-
infection. Histologic examination of these inflamed 
lesions showed granulomatous inflammation with 
lymphocyte infiltration and necrosis (Fig. 7). The 
diagnosis of steatocystoma multiplex generalisata 
partially suppurativa was made. The patient was 
treated with oral isotretinoin (1 mg/kg daily) for 
14 weeks and antibiotics. Based on the antibiotic 
sensitivity report, a combination of cefuroxime and 
gentamicin was administered for 14 days. At the 
same time, topical antiseptics, anti-inflammatory 
agents and antibiotics were applied. Cryotherapy 
was used for small, non-suppurating lesions. The 
lesions healed slowly, with local disfigurement, hy-
perpigmentation and unpleasant scars. At the time 
of writing this report, the patient is on therapy with 
oral isotretinoin 0.5 mg/kg daily.

dISCuSSIon
 Steatocystoma multiplex is a benign disor-
der. In some patients, it may have psychosocial 
implications resulting from disfigurement due to 
widespread lesions or from scarring seen in the 
inflammatory variant, steatocystoma suppurativa. 
Both sexes are equally affected and no racial pre-
dilection has been found. Usually the onset tends 
to occur during adolescence or early adult life. 
Cases of steatocystoma multiplex presenting at 
birth have been reported, and sporadic forms of 
steatocystoma multiplex with presentation in the 
elderly have also been described. Once present, 
steatocystoma multiplex is a lifelong condition (6). 

Clinically, the lesions present as numerous flesh-
to-yellow colored dermal cysts ranging in size 
from 3 mm to 3 cm. The cysts are usually non-
tender and asymptomatic. Symptoms like pain, 
pruritus and fever may occur in the suppurative 
clinical form (3). This clinical form occurs rarely 
in the disease development. The severe infection 
that occurred in our case may have been due to 
his low socioeconomic status and noncompliance. 
Individual cysts range from elastic to firm and are 
often freely movable. The lesions lack central 
punctum. The cyst content appears as an odorless 
creamy or oily fluid. Nail changes like hypertrophic 
dystrophy occur in most cases but were missing 
in our patient. Histopathology shows well encap-
sulated cysts in the middle dermis. Sebaceous 
cells or gland lobules are found consistently within 
or close to the cyst wall (4). Individual lesions of 
steatocystoma multiplex may become suppura-
tive, increase in size, and become prone to rup-

Figure 5. Steatocystoma multiplex generalizata 
suppurativa - hidradenitis-suppurativa-like axillary 
on left side

Figure 6. Steatocystoma multiplex suppurativa - 
acne conglobata like

Figure 7. Histologic aspect, inflammation, necro-
sis, H&E, 20X
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ture. In typical cases of steatocystoma multiplex, 
cysts are distributed in areas where high numbers 
of sebaceous glands are found, most commonly 
on the chest, face, arms, axillae, and neck. There 
are reports on localized steatocystoma multiplex 
limited to the scalp (5,6), face (7), retroauricular 
region, groin, and nasal region (8). Additionally, 
rare clinical forms like facial papular (9), acral (10), 
acral nodular (11) and vulvar (12) form have been 
reported. Linear variants have been reported and, 
although rare, generalized eruptions may occur 
(13-15). Another rare clinical form is steatocys-
toma simplex which is the sporadic solitary tumor 
counterpart to steatocystoma multiplex. Steato-
cystoma multiplex occurs either as a sporadic or 
autosomal dominant inherited condition character-
ized by benign sebaceous gland tumors. Lesions 
consist of nevoid formation of abortive hair follicles 
at the site where sebaceous glands are attached. 
Electron microscopy studies demonstrate cyst wall 
cells undergoing trichilemmal keratinization simi-
lar to that of the isthmus portion of the outer hair 
sheath. The relationship of steatocystoma multi-
plex to the development of sebaceous glands and 
common presentation at puberty suggest a hor-
monal trigger for lesion growth. In the familial form 
of steatocystoma multiplex, mutations are local-
ized to the keratin 17 (K17) gene in areas identical 
to mutations found in patients with pachyonychia 
congenita type 2 (PC-2) (16). Pachyonychia con-
genita type 2, an autosomal dominant inherited 
disorder, is characterized by hypertrophic nail dys-
trophy, focal keratoderma, multiple pilosebaceous 
cysts, and a variety of conditions associated with 
ectodermal dysplasia. Keratin 17 is expressed in 
several epithelial structures, most notably in se-
baceous glands, the outer root sheath of hair fol-
licles, and the nail bed; its expression correlates 
well with clinical phenotypic expression of both 
steatocystoma multiplex and pachyonychia con-
genita type 2 (17). To date, 14 mutations have 
been described in patients with either steatocysto-
ma multiplex or pachyonychia congenita type 2, all 
of which are localized to the helix initiation domain 
(1A domain) of the K17 gene (18). Some authors 
propose that steatocystoma multiplex is simply a 
variant of pachyonychia congenita type 2 because 
they both share the same underlying etiology (19). 
Sporadic forms of steatocystoma multiplex have 
not been shown to be associated with K17 muta-
tions. Based on the clinical features and absence 
of nail changes, we consider that our case is the 
product of a sporadic mutation. We cannot pre-
dict which gene is most likely responsible in this 

case. However, the causative gene should be 
examined in the future. In previous reports, spe-
cific mutations were attributed to early-onset cyst 
formation in pachyonychia congenita type 2 and 
steatocystoma multiplex; however, more recent 
reports suggest that the age at onset is multifacto-
rial (20). Steatocystoma multiplex is often associ-
ated with eruptive vellus hair cysts. Both diseases 
share overlapping clinical features, including age 
at onset, location, appearance of lesions, and 
mode of inheritance. There are reports of hybrid 
lesions showing histologic features of both steato-
cystoma multiplex and eruptive vellus hair cysts. 
Given these similarities, some postulate that 
steatocystoma multiplex and eruptive vellus hair 
cysts are, in fact, variants of the same disease. 
However, major differences in keratin expression 
patterns between steatocystoma multiplex and 
eruptive vellus hair cysts have been elucidated, 
leading others to believe that these are two dis-
tinct disease entities. In steatocystoma multiplex 
associated with eruptive vellus hair cyst, no K17 
mutation has been found. The disease was rarely 
associated with other diseases like trichoblastoma 
(21), familial syringoma (22), LEOPARD syndrome 
(23), hyperelastic skin, spherulocystic disease or 
“myospherulosis” (24), multiple pylar cyst, acro-
keratosis verruciformis, hypertrophic lichen pla-
nus, hypohidrosis, hidradenitis suppurativa, and 
natal teeth (25,26). Steatocystoma multiplex is 
included in the differential diagnoses of lipoma, fat 
necrosis, galactocele, epidermal cyst, lipomatosis, 
xanthomatosis, and other benign tumors. Suppu-
rative steatocystoma multiplex must be differen-
tiated of severe nodulocystic acne, acne conglo-
bata, infected fibroadenoma and other pyodermas 
(27). The treatments applied were inefficient or 
resulted in unsightly scarring. Lesions that are not 
inflamed and few are most successfully treated 
with surgical excision or drainage (28-30). Needle 
aspiration may reduce the size of lesions for a pe-
riod of months (31). The number and extent of le-
sions usually preclude surgical excision. CO2 laser 
therapy can be used in limited numbers of lesions 
(32,33). Inflamed lesions can be injected with in-
tralesional glucocorticoids, or incised and drained 
(34). Isotretinoin usually does not eradicate the 
condition but may be used to decrease the size 
of suppurative lesions (35). Limited success has 
been reported with the use of both oral retinoids 
and liquid nitrogen cryotherapy in the treatment of 
suppurative lesions (36-38).
 In conclusion, steatocystoma multiplex is an un-
common, mostly autosomal dominant or sporadic 
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inherited disorder of the pilosebaceous unit. Ste-
atocystoma multiplex generalisata is considered 
rare, the true incidence of the disease is unknown. 
In the disease evolution, the severe inflammatory 
variant named steatocystoma multiplex suppurati-
va may occur at any time. Isotretinoin usually does 
not eradicate the condition but could be effective 
in suppurative abscesses. 
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ERRATUM CORRIGE

In the article Rogošić V, et al. Vitiligo and Glaucoma - An Association or a Coincidence, published 
in Acta Dermatovenerol Croat 2010;18(1):21-26 by technical error made by author instead of 
name of co-autor Davor Mendeš it was written Damir Sapunar.

With my apologies, Veljko Rogošić, MD, PhD


