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Definition

Group of pulmonary disorders characterized clinically by
respiratory symptoms associated with :

* Radiologically diffused infiltrates.

* Histologically by distortion of the gas exchanging units.

* Physiologically by restriction of lung volumes and impaired
oxygenation.



Pathophysiology

Tissue Model of Lung Fibrosis
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Evolution of ILDS
1970, TISSUES showed patterns and patterns
given names




Classification
ATS/ERS

Interstitial lung disease

ILD Idiopathic Other forms of
of known causes Interstitial ILD
(drug, environ, CVD) Pneumonia (IIP) (LAM, HX)

Idiopathic Pulmonary

Fibrosis (IPF) IIP other than IPF
= UIP

Desquamative Respiratory bronchiolitis—
interstitial pneumonia associated interstitial lung disease

— Cryptogenic organizing

Acute interstitial pneumonia =
pneumonia

Nonspecific interstitial —— Lymphocytic interstitial
pneumonia pneumonia



HRCT chest
Gold standard imaging modality for
assessment of ILD

Mosby items and derived items © 2009 by Mosby, Inc., an
affiliate of Elsevier Inc.



Secondary pulmonary lobule

Normal Secondary Lobular Anadeemy




PATTERNS ON CHEST X-RAY
LINEAR
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Reticulonodular




Interlobular septal thickening
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Mosby items and derived items © 2009 by Mosby, Inc., an
affiliate of Elsevier Inc
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HRCT OF IPF




Honeycombing

IPF
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Copyrights apply

High resolution computed tomography patterns and UIP diagnosis

uIp

Probable UIP

Indeterminate
for UIP

Alternative diagnosis

Subpleural and
basal
predominant;
distribution is
often
heterogeneous™
Honeycombing
with or without
peripheral
traction
bronchiectasis or
bronchiolectasis™

Subpleural and
basal
predominant;
distribution is
often
heterogensous
Reticular pattern
with peripheral
traction
bronchiectasis or
bronchiolectasis
May have mild
GG0

Subpleural and
basal
predominant
Subtle
reticulation; may
hawve mild GGO or
distortion ("early
UIP pattern™)

CT features
and/for
distribution of
lung fibrosis that
do not suggest
any specific
etiology ("truly
indeterminate for
UIP™)

Findings suggestive of
another diagnosis,

includ

ing:

= CT features:

o]

o]

Cysts

Marked mosaic
attenuation
Predominant GGO
Profuse
micronodules
Centrilobular
nodules

Modules
Consolidation

= Predominant
distribution:

= Ot

C

Peribronchowvascular

Perilymphatic
Upper or mid-lung
her:

Pleural plagques
(consider
asbestosis)
Dilated esophagus
(consider CTD)
Distal clavicular
erosions (consider
RA)

Extensive lyvmph
node enlargement
(consider other
etiologies)

Pleural effusions,
pleural thickening
(consider
CTD/drugs)

UIP: usual interstitial pneumonia; GGO: ground-glass opacities; CT: computed tomography; CTD:
connective tissue disease; RA: rheumatoid arthritis.

= Variants of distribution: occasionally diffuse, may be asymmetrical.

1 Superimposed CT features: mild GGO, reticular pattern, pulmonary ossification.

Reprinted with permission of the American Thoracic Society. Copyright © 2019 American Thoracic
Society. Raghu G, Remy-Jardin M, Myers JL, et al. Diagnosis of Idiopathic Pufmonary Fibrosis. An Official
ATS/ERS/IRS/ALAT Clinical Practice Guideline. Am J Respir Crit Care Med 2018; 198 ed44-e68. The
American Journal of Respiratory and Critical Care Medicine is an official journafl of the American Thoracic
Society.



PF(ldiopathic pulmonary fibrosis )
Histologically : UIP(usual interstitial pneumonia )
Most common form of ILD .
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Onset of
Disease

Sub-clinical Period

Onset of
Symptoms

Pre-diagnosis Period

Diagnosis | === ===t == e e e O mmm e e e m— e m— . —
Post-diagnosis Period

Disease Progression

Death
1w 2wr 3vr 4w Swvr 6yr
Time

Published in: Brett Ley; Harold R. Collard; Talmadge E. King Jr.; Am J Respir Crit Care
Med 2011 183431-440.



ATS/ERS definition of IPF

A type of chronic fibrosing interstitial pneumonia.

Unknown etiology limited to the lungs.

Associated with a histologic pattern of usual interstitial
pneumonia (UIP).

« ATS/ERS. Am J Respir Crit Care Med. 2002;165:277-304.



How can ILD be investigated?

* High resolution CT chest
* Some causes have specific appearances

* Pulmonary function tests
* Lung Biopsy

* Blood tests

« MDT

...the choice of tests depends on the clinical presentation



Multidisciplinary meeting

Idiopathic Interstitial Pneumonia
What Is the Effect of a Multidisciplinary Approach to Diagnosis?

Kevin R. Flaherty, Talmadge E. Kinqg, Jr., Ganesh Raghu, Joseph P. Lynch lll, Thomas V. Colby,
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Nonpharmacologic Management

* Smoking cessation .

* Influenza, pneumococcal, and other age-appropriate vaccines should
be administered.

* Supplemental Oxygen.
* Pulmonary Rehabilitation .
* Lung Transplantation .
* Lung Cancer identification.



Pharmacologic Management

Pirfenidone .
Nintedanib .
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Efficacy and Safety of Nintedanib in Idiopathic

Pulmonary Fibrosis

Luca Richeldi, M.D., Ph.D., Roland M. du Bois, M.D., Ganesh Raghu, M.D., Arata Azuma, M.D., Ph.D.,
Kevin K. Brown, M.D., Ulrich Costabel, M.D., Vincent Cottin, M.D., Ph.D., Kevin R. Flaherty, M.D.,
David M. Hansell, M.D., Yoshikazu Inoue, M.D., Ph.D., Dong Soon Kim, M.D., Martin Kolb, M.D., Ph.D.,
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Nintedanib for Systemic Sclerosis—
Associated Interstitial Lung Disease

Oliver Distler, M.D., Kristin B. Highland, M.D., Martina Gahlemann, M.D.,
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Figure 2. Decline in Forced Vital Capacity.

Oliver distler,et al, Safety and Efficacy of Nintedanib in ILD associated with systemic
sclerosis. N Engl J Med 2019;380:2518-28




The NEW ENGLAND JOURNAL of MEDICINE

ORIGINAL ARTICLE

Nintedanib in Progressive Fibrosing
Interstitial Lung Diseases

K.R. Flaherty, A.U. Wells, V. Cottin, A. Devaraj, S.L.F. Walsh, Y. Inoue, L. Richeldi,
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The NMEW ENGLAND JOURNAL of MEDICINE

ORIGINAL ARTICLE

Prednisone, Azathioprine, and

N-Acetylcysteine for Pulmonary Fibrosis

The Idiopathic Pulmonary Fibrosis Clinical Research Network>
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Prednisone, azathioprine, and N-acetylcysteine for pulmonary
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Med. 2012;366(21):1968.



Other ILDS

Mosby items and derived items © 2009 by Mosby, Inc., an
affiliate of Elsevier Inc.
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Hypersensitivity pneumonitis (HP)

Other birds of the order Psittactormes have aso bee
implicated as causes of HP
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Velcro crackles
Fine end inspiratory
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Connective tissue related ILD

1. Systemic lupus erythematosus
2 45 Scleroderma
3.Rheumatoid arthritis .
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Sarcoidosis
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Dermatomyositis/Polymyositis
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Sarcoidosis
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Asbestosis
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Honeycombing

IPF
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Smoking related interstitial lung disease

42



Drug induced
Radiation induced




Thank you
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