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2002 & 2013 classifications
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Fibrotic HP

NSIP

IPF

Fibrotic HP

Idiopathic NSIP

CTD-ILD

Pattern
Imaging and/or histology MDT diagnosis





Changes in terminology







MDT approach



Updated classification

• Not only idiopathic entities

• Updated terminology

• Rational subcategorization

• Describes molecular advances 





SSc-ILD: risk factors & monitoring



Treatment



RA-ILD: risk factors & monitoring



Treatment



IIM-ILD: risk factors & monitoring



Treatment







Inhaled Treprostinil in IPF



Inhaled Treprostinil in PPF



Deupirfenidone in IPF





Several drugs on the horizon

➢Monotherapy or combination therapy

➢If ongoing decline, switch or add another drug?

➢Further reduction in FVC decline compared to monotherapy?

➢Synergy or overlapping toxicities?

➢Increased cost 







Home monitoring





Pulmonary Alveolar Proteinosis (PAP)



Anti-GM-CSF antibodies

Kitamura T, et al. Am J Respir Crit Care Med. 2000

Uchida K, et al. J Immunol Methods. 2014

McCormack C, et al. Chest. 2018
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IMPALA-2 clinical trial study design

Molgramostim (300 mcg once daily)

Placebo 

Screening

period

Double-Blind Treatment Period

Molgramostim – 48 weeks

Placebo – 48 weeks

Day -42
Screening

visit
Day 0

Baseline
visit

Day 168
Week 24 visit

Primary analysis

Day 336
Week 48 visit

Primary Endpoint

▪ Gas Transfer: DLCO% at 24 weeks

Key Secondary Endpoints

▪ DLCO% at 48 weeks

▪ SGRQ Total Score at 24 and 48 weeks

▪ SGRQ Activity Score at 24 and 48 weeks

▪ Exercise capacity test using treadmill at 24 and 

48 weeksSGRQ, Saint George’s Respiratory Questionnaire



Molgramostim improves pulmonary gas exchange
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Trapnell ERS 2024

IMPALA-2 primary endpoint: Change in DLCO% at 24 Weeks

Change in DLCO%

(from baseline)

ETD: 6.9%

(p=0.0008)*

ETD: 6.0% (p=0.0007)*

ETD, estimated treatment difference.

*Least-squares mean (LSM) between-group difference.

Molgramostim

Placebo
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Trapnell ERS 2024
*mean ± SEM (range 0-15; higher=worse).

**p-value based on post hoc analysis. GGO, ground-glass opacity.

Baseline

Week 24

Representative ‘Responder’

Change in GGO Score*

(baseline to Week 24)

Molgramostim Placebo

n=79n=78

p=0.004**

Interpretation: Results support primary endpoint

IMPALA-2 exploratory endpoint: Change in ground-glass opacification (GGO) 
score at 24 and 48 Weeks 

Molgramostim reduces pulmonary surfactant burden
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Trapnell ERS 2024

Adverse events (AEs) in >10% of patients in any 

treatment arm during the double-blind treatment period • 97% of patients completed the 

double-blind treatment period

• Participation in open-label treatment 

period: 100% of double-blind 

treatment period completers

• Low discontinuations in double-

blind treatment period: 3%

• No deaths in either group

Treatment-Emergent 
Adverse Event

Molgramostim
n=81
n (%)

Placebo 
n=83
n (%)

Most common

COVID-19 18 (22) 8 (10)

Cough 17 (21) 18 (22)

Pyrexia 11 (14) 9 (11)

Nasopharyngitis 11 (14) 7 (8)

Arthralgia 9 (11) 7 (8)

Headache 9 (11) 7 (8)

Diarrhea 9 (11) 2 (2)

Alveolar proteinosis 4 (5) 12 (14)

IMPALA-2 adverse events during the blinded-treatment period

Molgramostim is well tolerated



What the future holds



Precision Medicine, Biomarkers, and Diagnostics

• Genetic and epigenetic profiling to understand different disease 
subtypes

• Blood biomarkers for early diagnosis, disease activity, disease 
behaviour and response to therapy

• Advances in imaging: better CT-based quantification, and AI/deep 
learning to improve detection and classification. 

• New diagnostic techniques: transbronchial lung cryobiopsy, robotic 
bronchoscopy

New Therapeutic Agents & Drug Targets



Clinical Trial Design / Platforms

• Platform/adaptive trials are being developed (e.g. REMAP-ILD) to 
test multiple interventions more efficiently

Non-Pharmacological / Symptom Management

• Better tools for home monitoring (e.g. handheld spirometry) 

• Addressing quality of life: cough, breathlessness, fatigue, etc. Some trials 
are specifically addressing cough or symptom burden.



Comorbidities and Complications

• Pulmonary hypertension in ILD (PH-ILD): new therapies (e.g. inhaled 
tyrosine kinase inhibitors like Seralutinib) are emerging

• ILD and lung cancer

• Understanding interstitial lung abnormalities (ILA)

Mechanistic Understanding

• Better understanding of what drives fibrosis

• Identifying triggers of disease progression, acute exacerbations, and 
environmental/genetic interactions



Hope for a better and healthier world
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