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Interstitial lung disease

Other forms of ILD:

» Lymphangicleomyomatosis

« Pulmonary Langerhans' cell
histiocytosis

» Eosinophilic pneumnonia

» Pulmaonary alveolar
proteinosis

Granulomatous:

» Sarcoidosis

» Hypersensitivity
prumonitis

» Infections

Enown cause

or association:

» Connective tissua
diseases

» Occupational causes

» Drug side effects
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Idiopathic pulmonary fibrosis (IPF)

nNSpeci fic form of c¢chronic
pneumonia limited to the lung, associated with UIP
on lung biopsy . o




IPF diagnhosis In the absenceof SLB

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
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Prognosis of IPF: Comparable to
IPAH and advanced cancers

Advanced lung cancer’

WHO Class IV IPAK? 6 months
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Survival for UIP vs NSIP / Others
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ldiopathic Pulmonary Fibrosis

Evidence Based Guidelines for Diagnosis and Management*

Definition: |diopathic Pulmonary Fibrosis

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

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

* Under Review (External)
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ldiopathic Pulmonary Fibrosis

Evidence Based Guidelines for Diagnosis and Management*

ldiopathic Pulmonary Fibrosis

Clinical presentation
i Older age (67 7" decades of life)
I Men > women

I Unexplained chronic exertional dyspnea, crackles, finger
clubbing

Incidence and prevalence

I No large-scale studies to base formal estimates
i Incidence = 6.8-16.3/100.000 } Large database of health care

claims in health plan
I Prevalence = 14-42.7/100,00 (Raghu 2006)

* Under Review (External )
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Lung function testing in ILD

Resting PFT's and TLCO measurement at presentation,
provide a reasonable measure of disease severity.

In IPF and fibrotic-NSIP, TLCO levels at presentation
are a more reliable guide to outcome than other resting
PFTs variables.

A TLCO level of less than 40% is indicative of
advanced disease in fibrotic idiopathic interstitial
pneumonia

In IPF a fall from baseline of >10% in FVC or >15% in
TLCO in the first 6-12 months identifies patients with
a much higher mortality.

Desaturation during the 6 MD at presentation is a
stronger prognostic determinant in IPF than resting
lung function







POTENTIAL RISK FACTORS FOR IPF

Cigarette Smoking

Exposure to Commonly Prescribed Drugs
Chronic Aspiration

Environmental Factors

Infectious Agents

Genetic Predisposition to IPF.

is defined as at least two members of a primary
biological family (parent, child, sibling) having clinical features of IPF
that are confirmed histologically
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The Selman hypothesis

Hi st opat hol ogl c,

Pathogenesis Is epithelial/fibrotic

Earliest event Is epithelial damage,
whi ch 1 nducese. .

CT,



Pathogenesis of UIP

UIP

Multiple microscopic foci of injury occurring over many years

}

Focal fibroblast proliferation (fibroblastic foci)

}

Collagen deposition

|

Progressive clinical course

}

Death

Katzenstein ALA et alAm J Respir Crit Care Med.998;157:1301.
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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.



natural history of UIP

This prospective study evaluated multiple open lung biopsies involving more than one lobe of the
lung in 109 patients with IIPs.

47% of patients (mean age, 63.3

{IEMS} exhibited histopathology of ~ L AR '_ll
IP iI‘l ﬂI]. lﬂbES. MNSIP 15 "'--....___ ) | i

26% of patients (mean age, 56.9 Sy m— N
ears) exhibited NSIP in at least one T i

obe and UIP in at least one lobe, v s

MEIF 11

indicating the presence of two
different 1dio}3ﬂthic pulmonary
1

processes in t
time.

26% of patients (mean age, 53.1
years), NSIP was found 1in all lobes.

Ten percent of patients had two or T AE
more biopsy specimens obtained nsie 11— (S
from the same lobe; among these I
patients, 73% of the lobes had
coexistent NSIP with UIP.

e lung at the same
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PERSPECTIVE

Idiopathic pulmonary fibrosis: multiple
causes and multiple mechanisms?

T.M. Mahar®™_, AL. Wealls® and G.J. Laurent*
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