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CASE REPORT: A 5-year old girl was referred and admitted to our hospital with prolonged anemia.  Based on detailed evaluation, she was diagnosed as having idiopathic pulmonary hemosiderosis.  Her alveolar hemorrhage was controlled with oral prednisolone and azathioprine and regular intravenous dexamethasone palmitate.  In early winter when she was 8 years old, she was admitted with dyspnea and hemoptysis for the seventh time. Her dyspnea was resolved with extra systemic glucocorticoids.   
However, after a while she had a fever of 38℃. Broad spectrum cephalosporin was not successful, and a chest X-p and a chest CT scan revealed multiple nodes and cavities in both of her lungs.  Although her serum β-D-glucan and candida and aspergillus antigens were negative, we suspected that she had a fungal infection and treated her with liposomal amphotericin B.  Eight days later, Rhizopus species were isolated from her sputum culture and she was diagnosed as having pulmonary zygomycosis.  Azathioprine was stopped, glucocorticoids were tapered down, and liposomal amphotericin B was continued.  The nodes were significantly reduced in 2 month.  One year after the development of pulmonary zygomycosis, idiopathic pulmonary hemosiderosis was relapsed twice but she is now well controlled with oral prednisolone and mizoribine without relapse of zygomycosis.

DISCUSSION: Pulmonary zygomycosis is a rapidly progressive infection and its mortality rate is as high as 87 percent.  In general, patients with elevated levels of available serum iron that is not bound to carrier proteins such as transferrin are reported to be susceptible to infection by Rhizopus species and other Zygomycetes.  Patients with idiopathic pulmonary hemosiderosis have recurrent episodes of alveolar hemorrhage and it can result in the presence of free iron in pulmonary tissue. Furthermore, long-term treatment with immunosuppressive agents decreases the potency of alveolar macrophages to process free iron and that of immune systems to kill fungi.  Pulmonary zygomycosis should be considered in the care of idiopathic pulmonary hemosiderosis patients and treated at its early stage.

