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Idiopathic pulmonary fibrosis (IPF)

ñSpecific form of chronic fibrosing interstitial 

pneumonia limited to the lung, associated with UIP 

on lung biopsy .ò

International Consensus Statement, AJRCCM 2000



All four major criteria:

1. exclude all known causes

2. appropriate lung function

3. imaging

4. BAL or TBB excluding other 

diseases

3/4 minor criteria:

1. age >50 yr

2. slow onset

3. disease duration at least 3 

months

4. crackles on auscultation

IPF diagnosis in the absenceof SLB

peripheral/basal

honeycombing

little/no ground-glass

International Consensus Statement, AJRCCM 2000





Daniil ZD, et al. Am J Respir Crit Care Med.1999;160:899-

905.

Bjoraker JA, et al. Am J Respir Crit Care 

Med.1998;157:199-203.
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Idiopathic Pulmonary Fibrosis
Evidence Based Guidelines for Diagnosis and Management*

¶Specific form of chronic, progressive fibrosing interstitial 
pneumonia of unknown cause

¶Occurring in adults; limited to the lungs 

¶Histologic and/or radiologic pattern of Usual Interstitial 
Pneumonia (UIP)

¶Requirement

ïExclusion of other forms of Idiopathic interstitial 
pneumonia and Interstitial lung diseases associated with 
environmental exposure, medication, or systemic disease

* Under Review (External)

Definition: Idiopathic Pulmonary Fibrosis





Idiopathic Pulmonary Fibrosis
Evidence Based Guidelines for Diagnosis and Management*

¶Clinical presentation

ïOlder age (6thï7th decades of life)

ïMen > women

ïUnexplained chronic exertional dyspnea, crackles, finger 

clubbing

¶Incidence and prevalence

ïNo large-scale studies to base formal estimates

ïIncidence = 6.8-16.3/100,000

ïPrevalence = 14-42.7/100,00

* Under Review (External )

Large database of health care 

claims in health plan 

(Raghu 2006)

Idiopathic Pulmonary Fibrosis













The Selman hypothesis

¶Histopathologic, CT, treatment dataéé

¶Inflammation in UIP an epiphenomenon

¶Pathogenesis is epithelial/fibrotic

¶Earliest event is epithelial damage, 

which inducesé..  



Katzenstein ALA et al. Am J Respir Crit Care Med.1998;157:1301.

Pathogenesis of UIP

UIP

Multiple microscopic foci of injury occurring over many years

Focal fibroblast proliferation (fibroblastic foci)

Collagen deposition

Progressive clinical course

Death

? inflammation



Fibroblastic

Foci

UIP pattern

Courtesy T.V. Colby



¶It remains unclear whether this 

pathology begins as UIP and remains 

unchanged with disease progression 

or 

¶begins as a cellular pattern that 

progresses to UIP over time. 
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