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Pulmonary Fibrosis (ICD-9 Code 515)

The term postinflammatory pulmonary fibrosis (ICD-9 code 515) is used for a group of chronic disabling lung disorders characterized by
diffuse scarring of the lungs.  These conditions are often of unknown cause, but may occur after severe lung injury due to infection or
other known causes.  The pathogenesis of these illnesses involves initiation and then continuation of an inflammatory process in the gas
exchange regions of the lung, with resulting progressive tissue injury.  Involvement of the immunological system in the production of
pulmonary fibrosis is evident from the frequent association of these disorders with a variety of autoimmune manifestations [Raghu 1998].  

Upon careful evaluation, some cases of pulmonary fibrosis are found to be a consequence of the inhalation of agents (e.g., asbestos,
crystalline silica, or organic dusts) found in occupational settings.  When a specific agent is recognized as the cause, the diagnostic
terminology for the particular pneumoconiosis (e.g. asbestosis, silicosis) or hypersensitivity pneumonitis (e.g., farmer’s lung) is generally
preferred.  However, in their later stages, illnesses caused by various inhaled agents may be difficult to distinguish, and thus may be
clinically diagnosed as pulmonary fibrosis.  

Pulmonary fibrosis of occupational origin may be associated with extrapulmonary manifestations of an immune type (e.g., Caplan’s
syndrome or scleroderma in silicosis) [Parker and Petsonk 1998].  In addition to hypersensitivity pneumonitis and the classical
pneumoconioses, agents that have been associated with pulmonary fibrosis include a variety of silicate minerals and several metals [Short
and Petsonk 1996].  In addition, individuals who have experienced a high level inhalation exposure to toxic or irritant agents can develop
acute respiratory distress which, in some cases, progresses to bronchiolitis obliterans with pulmonary fibrosis [Schwartz and Blaski 1998].
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Other Alveolar/Interstitial Diseases (ICD-9 Code 516)

Alveolar and parietoalveolar pneumonopathy (ICD-9 code 516) is a heterogeneous diagnostic grouping that includes a number of rare
lung conditions, including pulmonary alveolar proteinosis, idiopathic pulmonary hemosiderosis, pulmonary alveolar microlithiasis, and
idiopathic fibrosing alveolitis (e.g., diffuse interstitial pulmonary fibrosis).  Overlap with the postinflammatory pulmonary fibrosis (ICD-9
Code 515) is likely, particularly if the diseases present in their later stages when more specific clinical or pathologic patterns may  no
longer be recognizable.  

Risk factors for most of these conditions are not well understood, although occupational associations have been reported.  An
inflammatory lung condition has recently been observed among workers producing nylon textile flock [Kern et al. 1997].  An outbreak of
fatal pneumonitis with fibrotic sequelae was caused by a textile printing process in which spraying procedures which delivered a
hazardous respirable aerosol [Moya et al. 1994].  Fibrosing alveolitis caused by exposure to hard metal dusts has also been recognized
[De-Capitani et al 1993; Lison et l. 1996].  Diffuse, severe alveolar damage due to inhalation of amitrole-containing herbicide has been
reported [Balkisson et al. 1992].  Acute silicosis can resemble pulmonary alveolar proteinosis [Davis 1996].  Unrecognized
hypersensitivity pneumonitis, an interstitial lung condition most often caused by inhalation of organic dusts or aerosols, can present with
alveolitis and progress to pulmonary fibrosis [Rose 1996; Malmberg et al. 1993].  
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