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[ Abstract)

Pulmonary alveolar proteinosis ( PAP) is characterized by the accumulation of lipoproteinaceous

material within alveoli due to various reasons. The clinical features are diverse, including progressive dyspnea, cough,

cyanosis, clubbing, which seriously affects the quality of life of children, even life-threatening. Based on the related

literature at home and abroad, combined with the clinical needs of pediatrics, experts’ advice on the diagnosis and

treatment of PAP in children is formulated to improve the understanding of pediatricians on the pathogenesis, clinical

manifestations , diagnostic criteria and procedures and treatment principles of pediatric PAP, aiming to improve the

prognosis of PAP children.
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Figure 1 The process of PS metabolism'®

A :the normal process of GM-CSF mediated maturation of a monocyte into a functional alveolar macrophage and degra-

dation of PS;B:the various mechanisms by which macrophage maturation or macrophage function is impaired ,which results in development of PAP
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Figure 2 Lung-biopsy pathology!'>) A, B:abundant intra alveolar material
that stains with periodic acid-Schiff; C; parenchymal architecture and no in-
flammatory response stained by hematoxylin-eosin; D the bronchoalveolar-

lavage fluid shows fused membrane structures and amorphous debris
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Figure 3 Radiographic appearance of pulmonary alveolar proteinosis''> A
chest X ray shows widespread, bilateral diffuse ground-glass high-density opa-
cites, especially in middle and lower lung fields;B: HRCT of the chest shows
patchy areas of ground-glass opacification and interlobular septal thickening,a
pattern commonly characterized as " crazy paving"
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Figure 4 The bronchoalveolar-lavage fluid characteristics of pulmonary alveo-
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Figure 5 Foam like macrophages in bronchoalveolar-lavage fluid "2
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Figure 6  Algorithm for the diagnosis of PAP in children
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