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Fig. 1. A. Initial chest radiograph shows fine reticulonodular
opacities in both lungs with predominant distribution in both
lower lung zones.

B. High resolution chest CT images show diffuse distribution of
smooth thickening of interlobular septum with centrilobular
nodular opacities. Those imaging findings are also predominant
in both lower lung zones.

C. Coronal reformatted CT image demonstrates lower lung pre-
dominancy of lung abnormalities including smooth thickening
of interlobular septum and interlobar fissure with centrilobular
nodular opacities. In addition, predominant interlobular septal
thickenings adjacent to both diaphragms (arrows) are noted.

D. Chest radiograph obtained at 3-year follow-up shows no in-
terval change of fine reticulonodular opacities in both lungs.
Surgical clips (arrows) used for open lung biopsy are seen in
right lung field.

E. High resolution chest CT obtained at 3-year follow-up shows
no interval change of smooth thickening of interlobular septum
and centrilobular nodular opacities.
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Three-year Follow-up of Niemann-Pick Disease with
Pulmonary Involvement: A Case Report’
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Niemann-Pick disease is a rare inherited metabolic storage disease that causes excessive intracellular storage
of sphingomyelin in various organs. We present the pulmonary imaging findings with particular emphasis on
the CT findings in a case of Niemann-Pick disease type B with pulmonary involvement. The chest radiograph
showed fine reticulonodular opacities in both basal lung fields, and the high-resolution chest CT showed cen-
trilobular nodular opacities and smooth thickening of the interlobar fissure and interlobular septum with a
basal lung predominance. Coronal reformatted CT revealed a prominent interlobular septal thickening around
the diaphragm. The follow-up high-resolution chest CT showed no significant interval changes over a 3-years
period.
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