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Fig. 1
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Chest radiographs
A : Diffuse, ground glass appearance with air bronchograms on admission

B : Progression of ground glass appearance with focal emphysematous regions at 8 years 11 months of age
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Fig.2 Clinical course 1
MAP : mean airway pressure, IMV ! intermittent mandatory ventilation,

HFOV : high frequency oscillatory ventilation, NTG : nitroglycerin, PSF : pulmonary surfactant,

IVIG : intravenous immunoglobulin, BAL : bronchoalveolar lavage
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Fig.3 Chest CT

A : Diffuse, ground glass appearance with
air bronchograms at 28 days of age

B : A crazy paving pattern with emphy-
sema is observed at 2 years 8 months
of age

C : Progression of emphysema at 8 years
4 months of age
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Fig. 4 Clinical course 2
CPAP : continuous positive airway pressure, MP : methylprednisolone, PSL : prednisolone,

HCQ : hydroxycloroquine
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Abstract

We herein report a male infant with congenital pulmonary alveolar proteinosis (CPAP), who had been
treated for nine years. He developed severe respiratory distress in the early neonatal period and was diagnosed
with CPAP caused by a surfactant protein C (SP-C) gene mutation which resulted in the substitution of
glycine for serine. He was treated with high frequency oscillatory ventilation, steroids, and hydroxychloroquine
(HCQ). After discharge from the NICU, the patient continued to require steroids and HCQ. Although we
planned to perform a living-related lung transplant when he was eight years old, his respiratory condition
rapidly deteriorated. In a rescue attempt, we urgently performed the lung transplant, but the patient died four
months after the operation.

We believe that CPAP can be categorized as an interstitial lung disease among newborns. Previous reports
have indicated that HCQ is effective in treating interstitial lung disease due to SP-C deficiency. However, the
findings are conflicting, and other reports have stated that HCQ has no effect on the disease. Details regarding
the mechanism of HCQ's involvement in interstitial lung disease are unknown. We hope that an adequate
medical treatment methodology for CPAP will be established in the future.
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