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IMAGES IN PAEDIATRICS

Thymic and pulmonary involvement due to
multisystemic Langerhans cell histiocytosis in a
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Langerhans cell histiocytosis is defined by the prolifer-
ation of mononuclear dendritic cells in different tissues
or organs"?; in most cases, it involves bone and skin,
while thymic involvement is rare. It usually presents in the
paediatric age group. We present the case of a boy with mul-
tisystemic Langerhans cell histiocytosis to illustrate thymic
and pulmonary involvement in this disease.

A boy aged 4 months with no history of interest was
referred for assessment of generalised cutaneous rashes.
Laboratory tests evinced elevation of aminotransferases
and alkaline phosphatase. The chest radiograph revealed
bilateral diffuse interstitial infiltration. The computed
tomography scan of the thorax detected diffuse bilateral
interstitial infiltration in the lungs and subpleural thin-
walled cysts (Fig. 1A) associated with pneumomediastinum

and subcutaneous emphysema (Fig. 1B). The anterior medi-
astinum was enlarged on account of an enlarged thymus
with multiple calcifications (Fig. 2). The computed tomog-
raphy scan of the abdomen revealed hepatomegaly with a
homogeneous pattern (Fig. 3).

The computed tomography of the chest and abdomen
did not find evidence of regional lymphadenopathy or bone
involvement. Langerhans cell histiocytosis was suspected,
prompting performance of a skin biopsy, the examination of
which revealed Langerhans cell infiltration in the superficial
dermis. The specimen was positive for CD1a, langerin and
S-100 on immunohistochemistry staining.

The patient received a combination of vinblastine and
steroids weekly for 6 consecutive weeks, with a favourable
outcome.
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o A
Figure 1  (A) Computed tomography scan in axial and coronal planes showed bilateral diffuse interstitial infiltration in the lungs
and subpleural thin-walled cysts. (B) Pneumomediastinum and subcutaneous.

Figure 2  Axial computed tomography scan of the chest without contrast (A) and with contrast (B) evincing thymus hypertrophy.
There were multiple punctate calcifications in the thymus, characteristic of Langerhans cell histiocytosis in this organ.

Figure 3 Computed tomography scan of the abdomen in the axial and coronal planes with contrast evinced hepatomegaly with a
homogeneous pattern.
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