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Case for diagnosis
Caso para diagnóstico
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WHAT IS THE DIAGNOSIS?

CASE REPORT
A 15-month old baby boy presented with asymptoma-

tic lesions on his face that had appeared three months prior
to his first consultation. There was no change in his general
state of health, no comorbidities were present and he appea-
red normal at physical examination.  Symmetrical erythema-
tous-brownish papules of approximately 12 mm in diameter
were present in the malar region (Figure 1). There was no
associated systemic disease.  To confirm the clinical suspicion,
histopathology was carried out on the facial lesion. Findings
showed a regenerated epidermis and papillary dermis with an
infiltrate rich in pleomorphic histiocytes showing eosinophi-
lic, non-foamy cytoplasm with no exocytosis, associated with
a lymphocytic and eosinophilic infiltrate (Figure 2).
Immunohistochemistry was negative for S100 and CD1a and
positive for CD68 (Figures 3 and 4). The patient has been fol-
lowed-up as an outpatient for two years now; however, the
lesions have so far failed to involute. Exams are repeated
regularly to ensure that no systemic disease is present.
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DIS CUS SION
Histiocytoses constitute a group of diseases characteri-

zed by the proliferation of cells from the mononuclear phago-
cytic and dendritic cell systems, and are classified into
Langerhans and non-Langerhans cell histiocytosis. Benign cep-
halic histiocytosis is a non-Langerhans cell histiocytosis. It is a
rare proliferative disorder of which only 40 cases have been
described. To the best of our knowledge, no cases have been
reported in the literature in Brazil.  This disease was first des-
cribed by Gianotti in 1971 as an infantile histiocytosis with cyto-
plasmic worm-shaped bodies that affects the face of children
during their first year of life. Its etiology is unknown.  Some
investigators believe that it is a variant of juvenile xanthogranu-
loma (JX) or generalized eruptive histiocytoma or perhaps they
all belong within the spectrum of one single disease. 1-4

Benign cephalic histiocytosis (BCH) is characterized by
red or reddish-brown macules or papules of 25 mm in diame-
ter that initially appear on the face and go on to affect the ears
and neck. They may occasionally appear on the trunk and
arms; however, it is rare for them to affect the legs or gluteal
region. 1,3,4,5 Most of the affected children are healthy and have
no mucosal or systemic involvement.  Nevertheless, there has
been a report of an association with diabetes insipidus (DI) and
another with type 1 diabetes mellitus. 6,7 Other histiocytoses
such as JX may also be associated with DI. 8 BCH lesions heal
spontaneously after months or years; however, exacerbations
may occur and the condition may relapse, presenting as JX. 1-4

Its diagnosis is clinical and can be confirmed by histo-
pathology and immunohistochemistry. Histopathology pre-

sents three characteristic patterns: papillary dermal, diffuse
and lichenoid. The first pattern is the most common and is
characterized by the presence of a well-defined infiltrate close
to the epidermis. This was the pattern presented by the patient
in this report. The histiocytes present are pleomorphic and
present hyperchromatic nuclei and large nucleoli. It is also
associated with an infiltrate of lymphocytes and eosinophils,
with no exocytosis of histiocytes.  In the diffuse form, the infil-
trate is diffuse in the dermis and the histiocytes are rare, pleo-
morphic, round, regular and with little cytoplasm. Finally, the
lichenoid pattern consists of small, regular histiocytes and rare
perivascular lymphocytes in the upper dermis. There are no
Touton cells or foamy cells in any of the three forms. 1,4 At
immunohistochemistry, this type of histiocytosis is S100 and
CD1a-negative and expresses positivity for CD11b, Cd14b,
CD68, HAM56 and factor XIIIa. This patient presented the
expected immunohistochemical patterns. Electronic micros-
copy shows cytoplasm with comma-shaped bodies, worm-sha-
ped bodies and junctional structures resembling desmosomes
among the histiocytes. 1,4

Differential diagnosis should be made with JX, genera-
lized eruptive xanthoma, Spitz nevus and with Langerhans cell
histiocytosis. 1,4

Benign cephalic histiocytosis does not require any spe-
cific treatment, since it is a self-limiting disease; however, the
possibility of diabetes insipidus or diabetes mellitus should be
evaluated and the patient should be followed up on an outpa-
tient basis to monitor for any exacerbations. 1-7 ❑

Abstract: The present paper reports a case of benign cephalic histiocytosis in a 15-month baby boy, who developed
multiple papules bilaterally in the malar region with no other associated manifestations. Histopathology revealed a pap-
illary dermal pattern, while immunohistochemistry was negative for S100 and CD1a and positive for CD68. Therefore,
diagnosis was established as non-Langerhans cell histiocytosis, based on the clinical, histopathological and immunohis-
tochemical features present. 
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Resumo: Relatamos um caso de histiocitose cefálica benigna em uma criança do sexo masculino, de um ano e três meses
de idade que desenvolveu múltiplas pápulas na região malar bilateralmente, sem outros comemorativos associados. A
histopatologia caracterizou-se pelo padrão derme papilar, com imuno-histoquímica negativa para S100 e CD1a, e positiva
para CD68, ficando assim estabelecido o diagnóstico desta histiocitose não- Langerhans, baseado nos aspectos clínicos,
histopatológicos e imuno-histoquímicos característicos.
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