
ents presented no similar manifestations and no history of
consanguinity. The patient had no siblings or children.
Since its initial description by Schöpf [1], 24 cases of SSP
have been reported. Although the transmission seems to
follow an autosomal recessive pattern, the possibility of a
dominant mode remains discussed. Sporadic cases and
consanguinity are reported [2]. Recently, locus homogene-
ity was suggested for a recessive mutation with instances
of pseudo dominant inheritance [2].
The diagnosis of SSP relies on major and minor criteria [3].
The major criteria include hypodontia with a normal or
aberrant temporary dentition and an absence or a severe
alteration of the permanent teeth. The palmoplantar kerato-
derma usually appears progressively during adolescence.
The bluish and/or pinkish eyelid cysts are apocrine hidro-
cystomas and usually appear later in life [2]. They are pres-
ent in all the published cases. Calcification of these cysts
may occur. Multiple eccrine hidrocystomas have been
reported. The tumours can be located on the ears, the
shoulders, the feet, the external genitalia, or the scalp.
Their pathogenesis remains hypothetical, either deriving
from adenomatous proliferations from normal Moll glands
[1] or originating from ectopic residues of foetal apocrine
glands. The nail appearance is highly polymorphic, includ-
ing anonychia, brittle and/or furrowed ungueal alterations;
others may be affected by dystrophic changes. Hypotricho-
sis also represents a major diagnostic criterion [2].
The minor diagnostic criteria feature the following: facial
dysmorphism (birdface) [1] and multiple eccrine syringo-
fibroadenomas on the palmoplantar hyperkeratotic areas
[2, 3]. As far as we know, the histological alterations of
the hair in our case have never been described before.
None of the patient’s medications has been associated
with the induction of pili torti.
SSP patients are prone to develop benign tumours such as
eccrine poromas, tumours of the follicular infundibulum,
precancerous keratoses, and eccrine syringofibroadeno-
mas [4, 5]. Furthermore, basal cell and squamous cell car-
cinomas are not uncommon [1, 4]. Hence, long-term clin-
ical surveillance is indicated [5]. The presence of multiple
basal cell and squamous cell carcinomas in our patient
may also be explained by long-term immunosuppressive
therapy for cardiac transplantation. No specific treatment

is available for SSP. Long term management involves
dental, dermatological, and ophthalmological follow-up
and is tailored individually. Although recurrences are fre-
quent, surgery remains the treatment of choice for the eye-
lid cysts, eventually with a complete excision of the ante-
rior lamella of the eyelid. Topical trichloracetic acid may
be used, sometimes complicated by ectropion formation
or corneal injury [6].
In conclusion, SSP is a rare genodermatosis of unknown
pathogenesis. The pili torti appearance of the hair and the
hair shaft narrowing have never been reported before and
may represent a new criterion for diagnosis of SSP. ■
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Allergic contact dermatitis induced
by topical hydrocortisone butyrate
propionate mimicking acute generalized
exanthematous pustulosis

Herein, we report a rare case of allergic contact dermatitis
induced by topical hydrocortisone 17-butyrate 21-
propionate (HBP), which resembled acute generalized
exanthematous pustulosis (AGEP).
A 31-year-old Japanese woman with atopic dermatitis was
treated by topical application of Pandel® ointment, con-
taining HBP. Soon after the start of application of the
ointment, she developed edematous erythema with pus-
tules at the sites of application of the ointment, and was
referred to our department because the eruptions spread
rapidly within two days to involve large parts of the
body, associated with high-grade fever. At the first exam-
ination, erythematous papules and irregular erythematous
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Figure 1. A) Multiple apocrine hidrocystomas of the eyelid.
B) « Birdface » appearance. C) Woolly hair appearance.
D) Narrowed hair shaft.
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lesions with purpura were noted on the back and lower
limbs (figure 1A). Numerous pustules were also observed
on the neck, axilla and arms, however, there was no evi-
dence of mucosal involvement. Laboratory studies
revealed elevated white blood cell and neutrophil counts
with a slight increase in the eosinophil count; serum tests
for antistreptolysin O and viral antibodies (Epstein-Barr
virus and cytomegalovirus) were negative. Bacterial and
fungal cultures of blood, tonsillar swabs and material
obtained from the pustules were negative.
Histopathological examination of the pustules showed that
they arose in the subcorneal layer, with inflammatory cell
infiltration of the dermis; there was no evidence of vascu-
litis (figure 1B). We discontinued the Pandel® ointment,
and started her on oral betamethasone. Two weeks later,
the eruptions had completely disappeared.
Positive reactions were seen to Pandel® ointment 0.1%
pet. and HBP 0.01% pet. at 48 hr and 72hr, and 7days
(figure 1C). In addition, patch tests conducted for hydro-
cortisone butyrate (HB) 0.1% pet. and prednisolone valer-
ate acetate (PVA) 0.1% pet. also revealed positive
reactions (figure 1D), whereas patch testing for other cor-
ticosteroids was negative.
HBP, HB and PVA, but not the other corticosteroids
tested, have an ester substitution at the C17 position.
Based on these results, we diagnosed the condition of
the patient as pustule-forming allergic contact dermatitis
induced by topical C17-substituted corticosteroid prepara-
tions.
Our patient showed an important difference from cases of
systemic contact dermatitis caused by cobalt and nickel [1].

In our case, the histopathological examination revealed
subcorneal pustules and the clinical manifestations included
numerous pin-sized pustules and irregular erythematous
lesions with purpura. These findings are rarely observed
in systemic contact dermatitis. Assessment of our patient
according to the Euro SCAR group criteria revealed a
score of 8 [2], however, the patch test reaction was mildly
positive. Based on these findings and previous descriptions
of the condition [3], we diagnosed our patient as a case of
AGEP-like allergic contact dermatitis [3]. AGEP is well
known to be induced by oral antibiotics and mercury, but
AGEP or AGEP-like eruptions have rarely been reported to
be caused by topical corticosteroids [3, 4]. A large study
revealed that 1% of patients show a positive patch test reac-
tion to HB [5]. HB, HBP and PVA have an ester substitu-
tion at the C17 position, and this C17-ester has an allergo-
genic property, similar to C17-acetonide, such as in
budesonide [6]. The mechanism of development of AGEP
in our case remains unknown. However, systemic absorp-
tion of topically applied agents can cause AGEP or AGEP-
like eruptions [2-4]. Our case was a rare one, but nonethe-
less, posed a serious problem. ■
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Henoch-Schönlein purpura
and aromatase inhibitors

The third-generation aromatase inhibitors (AIs) have only
recently become standard care in the adjuvant treatment of
postmenopausal women with endocrine-responsive breast
cancer, according to internationally recognized guidelines.
The Arimidex, Tamoxifen, Alone or in Combination
(ATAC) trial has clearly demonstrated a statistically signif-
icant advantage of anastrozole, a reversible non-steroidal
AI, over tamoxifen in disease-free survival (DFS) and
time to recurrence (TTR) [1]. These results have led with
time to the widespread use of anastrozole as initial therapy
in the adjuvant setting of early breast cancer.
Side effects more commonly encountered during AI ther-
apy are diffuse arthralgia and myalgia, bone loss and
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Figure 1. A)Widespread and scattered purplish erythematous
lesions on the legs. B) Skin biopsy specimens showing sub-
corneal pustules, but no evidence of vasculitis (Hematoxylin
and eosin stain, original magnification ×200). C) A positive
patch test reaction to Pandel® ointment and hydrocortisone
17-butyrate 21-propinate at 7 days; the same reactions were,
however, also seen at 48 and 72 h (not shown). D) A positive
patch test reaction to hydrocortisone 17-butyrate and prednis-
olone valerate acetate at 7 days. Cross reactivity to hydrocor-
tisone 17-butyrate 21-propinate, hydrocortisone 17-butyrate,
and prednisolone valerate acetate is evident, and all of these
corticosteroids have an ester substitution at C17. The patch
testing was negative for betamethasones valerate, betametha-
sone butyrate propionate, clobetasol propionate, clobetasone
butyrate, dexamethasone propionate, diflucortolone valerate,
fluocinonide, fluocinolone acetate, methylprednisolone,
mometasone furorate and prednisolone.
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