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Where we are heading…?



Evolution of Pulmonary Fibrosis

J Pathol Transl Med. 2024 Jan;58(1)



Current diagnostic approach to ILDs

N Engl J Med 2020;383



Recent guideline update 1

Am J Respir Crit Care Med. 2022 May 1;205(9)
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For PPF, which one to follow?

Am J Respir Crit Care Med. 2023 Jan 1;207(1)



Recent guideline update 2

Arthritis Rheumatol. 2024 Aug;76(8)



Recent guideline update 3

Respir Investig. 2024 May;62(3)

For resting hypoxemia

Bevacizumab



Chest. 2022 Sep;162(3)



Evolving diagnostic approach

Chest. 2023 Dec;164(6)



Treatments?

N Engl J Med 2020;383



Generic war in 2025 for Nintedanib

품목 제약사 효능 효과 심의 결과

오페브연질캡슐
100,150밀리그램

한국베링거인겔하임㈜
1. 특발성 폐섬유증
2. 전신경화증 연관 간질성 폐질환
3. 진행성 폐섬유증

급여의 적정성이 있음

대상
1. 전신경화증 연관 간질성폐질환
2. 진행성 폐섬유증



Major Global Clinical Trials for IPF



Treprostinil

N Engl J Med. 2021 Jan 28;384(4)



Treprostinil

N Engl J Med. 2021 Jan 28;384(4)



Admilparant

Am J Respir Crit Care Med. 2025 Feb;211(2)



Admilparant

Am J Respir Crit Care Med. 2025 Feb;211(2)



Nerandomilast

N Engl J Med. 2022 Jun 9;386(23)



Nerandomilast

N Engl J Med. 2022 Jun 9;386(23)



Ongoing trend

To be considered a trait, a feature must meet
three core attributes
1) Clinically important
2) Recognizable and measurable using
identification markers (e.g. biomarkers,
genetic tests, questionnaires, or
phenotypic characteristics);
3) Treatable.

Eur Respir J. 2023 July ; 62(1)
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Ongoing trend
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Cough in IPF

50 ~ 80% prevalence

1/3 disabling quality of life

Cough 
HypersensitivityArchitectural distortion

Airway / Parenchyme

Comorbidities

Excess mucus

Ion channels ↑
Vagal afferent nerve

RARs & SARs 
Mechanical stimuli, Lung volume

Neutrophin↑
Sensory conductance

Inflammation

Obstructive sleep apnea
Gastroesophageal reflux
Concomitant airway disease

Expert Rev Respir Med. 2023 Dec;17(12)



Cough in IPF

Pulm Ther. 2021 Dec;7(2)



Cough in IPF

Lancet Respir Med. 2024 Apr;12(4)
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Cough in IPF

NEJM Evid. 2023 Aug; 2(8)



Cough in IPF

NEJM Evid. 2023 Aug; 2(8)

Total 9 discontinuation
6: on day 5
3: on day 14

51% of grade 1 or 2 AEs
→ resolved after 7 days




