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WHAT IS YOUR DIAGNOSIS?

HISTORY OF THE DISEASE
Female patient, aged 5, born with Down

Syndrome (DS) was cared due to papulous lesions si-
tuated on the arms and thighs remaining for 3 weeks.
Treatments such as curettage and zinc sulfate syrup
had been previously suggested. 

When examined the patient presented asympto-
matic whitish papules, orbicular, hard, distributed

FIGURE 1:
Whitish, orbicu-
lar, hard papules
distributed sym-
metricaly on the
arms 

FIGURE 2:
Papulous asymp-
tomatic lesions,
“milia-like”,
located on the
thigh

FIGURE 3:
Acanthotic epider-
mis and dermis
with basophilic
nodular-like mate-
rial - staining by
HE( 4x)

FIGURE 4: Detail
of the basophilic
material on the
dermis - staining
by HE (40x)

symmetricaly on the arms and thighs. (Pictures 1 and
2). The histopathologic exam showed orbicular areas
of basophilic material in the superior dermis.
(Pictures 3 and 4). Dosages of calcium and serial phos-
phorus and the evaluation of the renal function did
not present any alterations.
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COMMENT
Cutaneous calcinosis is a rare dermatosis

defined by the deposit of calcium chloride insoluble
in the cutaneous tissue. According to its pathogenesis
it can be divided into: metastic, dystrophic, iatrogenic
and idiopathic.1, 2 The last one generally occurs in
childhood or adolescence and can be classified as soli-
tary or multiple, sporadic or associated with Down
Syndrome. 1, 3

Among the many presentations of the idiopath-
ic form, the presence of lesions clinically similar to a
milium, has strong association with the Down
Syndrome.3,4 This rare presentation, first described in
1978, has not had more than 20 described cases in the
medical literature and among them two thirds
occurred in patients born with trisomy 21.5

Idiophatic calcinosis, different from the other
forms, does not present pathogenesis or defined casu-
al factor, it has no relation with the increase of calci-
um and serial phosphorus, trauma or exogenous infu-
sion of calcium.

Clinically it presents itself as hard papules,
sometimes with erythema around them or with cen-
tral crust that corresponds to the transepidermic elim-
ination of calcium. It commonly occurs on the dor-
sum of the hands, feet and face, but it can also be
found on the wrists, elbows, knees and limbs. An
important characteristic of this presentation is the
spontaneous involution, in adolescence, in the majo-
rity of the cases. Syringomas can coexist with Down

Syndrome (DS). However, to some authors, this asso-
ciation would be fortuitous, considering the high
prevalence of such alteration in patients.

In histopathology there are orbicular areas of
basophilic material in the superior dermis. Through
Von Kossa staining it is possible to confirm the deposit
of calcium, sometimes eliminated transepidermicaly. 

The diagnosis is based on clinical suspicion, on
the histopathologic exam and on the exclusion of the
alterations of calcium and serial phosphorus
(includind with PHT evaluation and calcitriol), previ-
ous traumas, exogenous sources of calcium or on
associated diseases with calcinosis (lupus erythemato-
sus, dermatomyositis, scleroderma, for example). 1,7

Radiological imaging techniques such as computer-
ized tomography and radiography can help to make
the diagnosis and to evaluate the presence of visceral
calcification 

Differential diagnosis is made with milium, osteo-
mas, warts, xanthomas, contagious molluscum, gout,
perforans annular granuloma and epidermic cyst.4

As for idiopathic calcinosis, the expected con-
duct is the ideal one once the majority of them invo-
lute throughout adolescence and adulthood. 1,5 The
dificulty in defining the limits of the lesion in the area
and the possibility that a surgical trauma generates
local recurrence turns the excisional procedure a rare
choice for approaching the problem. �

Abstract: Idiopathic calcinosis is a rare disease characterized by abnormal deposit of calcium salts on the
dermis. It has several clinical presentations. In patients suffering from Down Syndrome, there is a rare asso-
ciation with idiopathic calcinosis lesions similar to milium 
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Resumo: A calcinose idiopática é uma doença rara, caracterizada pelo depósito de sais de cálcio na derme.
Possui diversas apresentações clínicas. Em pacientes com Síndrome de Down, ocorre uma rara associação
com lesões de calcinose idiopática semelhantes a milium.
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