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A Case of Pulmonary Histiocytosis-X Associated with
Bilateral, Recurrent, and Spontaneous Pneumothorax
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Histiocytosis—-X is a term used to define three diseases with similar morphologic
characteristics : Letterer-Siwe diseae, Hand-Schuller-Christian disease and Eosinophilic
granuloma. In general, they differ in terms of their age of onset, severity of clinical course
and site of involvement. Eosinophilic granuloma typically is seen in young adults.

Eosinophilic granuloma is diagnosed in the presense of diffuse pulmonary infiltrate, bony
involvement. However, the pulmonary radiologic findings of eosinophilic granuloma are
variable accordinary to stage of disease. therefore pathologic diagnosis of involving site is
essential for confirmative diagnosis of eosinophilic grananuloma.

Pathologically. the three disease are characterized by granulomatous infiltration of alveolar
septa and bronchial walls and often involvement of bone. The halimark of this disease is
proliferation of the Langerhans’ cell. The identifying feature is the X-body or Birbeck
granule that is present in Langerhans’ cells and histiocytic cells found in the lung of EG
patient.

We report a case of hilateral, recurrent and spontanecus pneumothoraces in a 21 year old
man with pulmonary histiocytosis-X, which is confimed by eosinophilc granuloma in bone
marrow biopsy and ultrastructural examination in cells obtained from BAL.
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Fig. 1. Chest PA roentgenogram showing multiple
scattered cystic and reticulonodular sha
dows with right pneumothorax.
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Fig. 2. 3months later, as compared to previous
chest PA, nodular densities and consolida-
tion in both lung field is much decreased in

this study, but still remained honey-comb
appearance in both upper and mid lung field
and large radiolucent cystic lesion is also
associated in left lung.

Fig. 3A & B. HRCT showing hoth upper and mid
lung field and both superior segment
area shows multiple variable sized
thin walled cystic lesion with bullae
in left upper lobe, periphery.

Fig. 4. Section of bone marrow biopsy showing a
granuloma : The central area of dissolusion
is surrounded by penpheral cells, which are
largely eosinophilic granulocytes and some
histiocytes.(H & E stain)



Fig. 5. Pulmonary h1$t10cy10515 X. Elec,lmn micro
graph of Langerhans' cells obtained from
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