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5 sacs at the ends /
> \ of the bronchioles.

Bronchioles
are the smallest §
airways.
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Interstitial lung disease
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Etiology known Etiology unknown
| | | [ |
Inorganic exposure Organic exposure Smoking Rare forms of ILD Idiopathic interstitial pneumonias
* Asbestos * Birds * DIP s LAM
* Silica * Hay * RB-ILD » Vasculitis [ l ,
* Hard metals * Mold e LCH
« Coal dust » Mycobacteria IEE RO
| 1 1 I 1

Drugs Connective tissue disease Granulomatous NSIP COP LIP AlP

¢ Nitrofurantoin ¢ Rheumatoid arthritis * Sarcoidosis

* Amiodarone ¢ Polymyositis/dermatomyositis s

* Methotrexate ¢ Scleroderma

e Chemotherapy | | * Sjégren syndrome

ATS/ERS classification, 2001
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Types of interstitial lung disease (ILD) most likely to have a
progressive-fibrosing phenotype
ILD
IIPs Autoimmune ILDs Hypersens|iivity Sarcoidosis# Other ILDs
pneumonitis
L
Idiopathic pulmonary — . . e Lymphangioleiomyomatosis
fibrosis Interstitial - RheumatIoL|g rhrig « Langerhans' cell histiocytosis
pneumonia with | * Drug-associated ILD
autoimmune . * ILDs related to other occupational
Idiopathic nonspecific featuresT N Sjégren’s syndrome exposures*
interstitial pneumonia ILD « Vasculitis/granulomatosis ILDs
e Other rare ILDs
Respiratory - Systemic lupus
bronchiolitis-interstitial |4 erythematous ILD
lung disease Idiopathic lymphoid _
. interstitial | | Polymyositis and
Desquamative pneumonia dermatomYOSItIS ILD
interstitial pneumonia - :
Idiopathic - Mixed connective
—» pleuroparenchymal tissue disease ILD
Cryptogenic organising | fibroelastosis
pneumonia [i
|_»| Systemic sclerosis
. — Unclassifiable IIPs ILD
Acute interstitial —
pREURPNA Other connective Vincent Cottin et al. Eur Respir Rev 2018;27:180076
| tissue disease ILDs
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Natural History of patients with I3

Subclinical disease  sesessd » Clinically-apparent disease d
100 .
T e e — X \ Disease Resolution of fZ"
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Schematic classification of interstitial lung diseases
according to aetiology
£ £  (
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= Autoimmune Granulomatous , i

2 Aitences Drugs and dust SR amRaton Idiopathic
@

: =

s e e

g Organising A Usual interstitial
O pneumonia pneumonitis

Idiopathic

Cryptogenic organising Idiopathic NSIP pulmonary fibrosis

pneumonia

Fibrosis:

Inflammation: may respond to anti-fibrotics
may respond to immunosuppressive/

modulatory therapy

Theresia A Mikolasch et al. Clin Med 2016;16:s71-s78
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- S 718, 22T (E3A), AMAMT| T

- SUE

. 7#’—.<E—. famlllal IPF, HP

- AY, AFK| =28

« Ef 7§§J 74x1|7<x|x|9} of

.« F=: A (cytotoxic, bIO|OgICS HEAFA MTX, Amiodarone)
« M. A SHEOA =ZEZ (Velcro-like rale)

x-ray 0| A1 %ﬂ'iﬂxl %*% E70E =2 US
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- 7|5 AAL- PFT I, 1IB, DLCO

6 27| AAL

« HRCT (DILD)

« Lab — CBC w diff, CRP,

« CTD markers- RA factor, Anti-CCP Ab, ANA, ANCA

* BFS — BAL: cell analysis ( Lympho, eosinophil, neutrophil)
culture, galactomannan Ag, MTB/NTM PCR. cytology

« Bx - TBLB, Cryo Bx, VATS Bx
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https://radiologyassistant.nl/chest/hrct/basic-interpretation



Diagnosis of fibrosing interstitial lung diseases (ILD) that may present a
progressive phenotype

ILD

.

Comprehensive evaluation
Clinical assessment, PFT
HRCT
Serology
Consader BAL

g Diagnosis of a Woarking diagnosis of an entity Unclassifiable ILD g |
= gven entity [prowvisionall z |
If required, invasive evaluation:
--M Consider BAL g
Biopsy
¥
Treatment il Walch and wanl
' '
Disease | Monitering of disease progression
“behawiour” |clinical assessment, serial PFTs, follow-up HRCT
' '
U'W""“PFI'_.F_TEE:WM ) Mo disease progression European Respiratory Review 2018 27: 180076
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ILD E A

« ILD ZITHO| O &EC} CHatA| RIZ27F 2R

- AA A4+ chest CT TE ( GAto|sta A9))

- ZQA| BFS (BAL) / BX. ( &2

- connective tissue disease &8+ 2@l ( FOME|A LHDF B E)
- 2K X2E AIEEX] ?2?

- clinical course O CH{2t O|5H7F HR

J
0

. O AgO| REU

- Steroid gt HY =EH|
- & A73 A&l (Pirfenidone, Nintedanib)
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IPF g X|AEL]
- 3271 H& cohort
- 17009 IPF 2HX1=2| e, S, Ee| oA U
- E 2% XMl Fay 0| Al
- FH Mgt =

IPF Registry

IPF Registry eCRF System

titial L gD egistry
QT"E i BE|3H
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ﬂ@f‘%mm& '—I M IRIet 3
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http://ipf.crikr/
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2022'4 ILD 73| L

2l SH AL AlZHE) g
2 2ds MEXY (21) 12-13 ME /H7d =2
3 ARE MIEX| Y 19-20 24 =4
4 ILD ¥72]-833 =X 28(?) ?
KATRD % HoL0n 8-9 HBEUHFHIAY 2
5 25 d=ZX A 21-22 M=, 2=
ATS 13-18 San Francisco, USA
6 KATRD A ZX| A 20 SC 74®Id
ILD school 25 SC 7l
8 AT H=ZX 27-28 A=
9 ERS L-b Barcelona, Spain
10 A= AZX| Y 15-16 N, 2l&HAEe =4
ACCP 16-19 Nashville Tennesse, USA
11 APSR 2022 17-20 ~Q COEX
12 ATz HEZX Y S SHET 3 M
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