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INTRODUCTION

® Progressive Pulmonary Fibrosis (PPF), formerly referred to as progressive-fibrosing interstitial lung disease (PF-
ILD) [1], refers to a subset of ILDs with continued fibrosis of the lungs.

RESULTS

Figure 3. Overview of criteria used to confirm PPF (% of
patients, n=1761)

RESULTS

® Overall, 376 physicians, of which 198 were based in an ILD specialist centre (Table 1) provided data on 1761
patients with PPF (Figure 1). o For 25.0% of patients, worsening of symptoms only

Criteria used to confirm PPF [continued]

Table 1. Number of physicians included (predefined splits) by country was used to confirm PPF (Figure 3), ranging from

® Prior to the ATS/ERS/JRS/ALAT terminology and guideline update in 2022 for PPF, definitions of progression in ILD

patients varied widely in literature and were largely shaped by criteria used in clinical trials. Although variation was France ~ Germany Italy Spain UK USA Japan 16.7% in France to 35.9% in Germany (Figure 4a), and Physiological evidence
noted, progression was defined by evidence of worsening of symptoms, decline in forced vital capacity (FVC) | - (n=38) (n=50) (n=56) (n=43) = (n=30)  (n=76) (n=63) 19.5% for SSc-ILD to 28.7% for ulLD (Figure 4b). =202 (11:5%)
) _ _ _ _ L _ Pulmonologist / Internal Medicine
and/or increased fibrosis as measured by high-resolution computed topography (HRCT) in clinical trials [2]. specialist (IMs) 171712 35 40 32 35 46 43 =122 107
o : 0 (6.9%) (6.1%)
® In 2020, a new ICD-10 code (J84.170) was introduced for ILD with a progressive fibrotic phenotype in diseases Rheumatologist 9 15 16 11 15 30 20 * Two criteria were used to confirm PPF for 22.9% of

patients (Figure 3). This ranged by country and type of
Figure 1. Breakdown of PPFs (predefined splits) (n=number of patients) ILD (Figure 4a and 4b).

n=418 n=306 n=389 n=246 n=137 n=98
e All three criteria were used to confirm PPF in 18.9% of

mCcHP ulLD RA-ILD SSc-ILD PM/DM-ILD SS-ILD

classified elsewhere. Additionally, ICD-10 code J84.10 is available for pulmonary fibrosis (unspecified).

®* The ATS/ERS/JRS/ALAT guideline update [3] provided a recommended PPF definition, related to evidence of at
least two of the following criteria occurring within the past 12 months with no alternative explanation: worsening of

respiratory symptoms, radiological progression or physiological evidence of progression. Following the guideline miNSIP
update, and to our knowledge, no other studies have assessed real-world guideline application for PPF and use of
ICD-codes within a PPF sample of patients.

OBJECTIVES

patients (Figure 3), ranging from 11.8% in Germany to
23.9% in Spain (Figure 4a), and 14.3% SS- ILD to
21.1% for SSc-ILD (Figure 4b).

n=174

e Mean (SD) age was 63.0 (12.4) years, 46.3% were biologically male, and 42.6% were retired. Patient (9.9%)

demographics by country and type of ILD shown in Table 2 and 3, respectively.

Table 2. Patient demographics stratified by country

world settin (n=221) (n=262) (n=222) (n=205) (n=208) (n=334) (n=309)
d- Mean (SD) age - survey date 61.9 (11.0) 55.7 (12.2) 63.8(12.3)  66.3(10.2) 63.4(11.9) 61.2(12.6) 69.1(11.3) a) By Country
Biological sex - Male, % 40.7 a7.7 52.3 42.9 45.2 42.2 52.1
METHODS Employment — retired, % 48.0 33.2 52.7 56.6 51.0 36.5 31.1 France (n=221) 16.7% 10.0% 28.1% D09 95%  6.8%
DESIGN Ethnicity - White, % * 95.8 98.2 95.1 77.4 72.8 & Germany (n=261) 35.9% 17.6% 21.4% 3.8%006.5% 3.0EEEIL
*Question relating to ethnicity is not answered in France and Japan ltaly (n=222) 27.5% 10.4% 22.1% B54%  14.4% 6.7%
(Y\; Adelphi Real World PPF-ILD Disease geges Cross-sectional with elements of retrospective Table 3. Patient demographics stratified by ILD type Spain (n=205) — == 2ea% Bl 07% o
N Specific Programme ™ [4,5] 'I' data collection NSIP | cHP/HP |  ulLD SScILD | RA-ILD | PM/DM-ILD | SS-ILD UK (n=208) 27.4% 11.5% 168% [N 6:3% 7.7%
(n=418) (n=306) (n=167) (N=246) (n=389) (n=137) (n=98) USA (n=334) 29.0% 9.0% 159%  [H6I6%N 102%  6.3%
@ Real-world data in five European countries*, [—— Physicians completed patient record forms for Mean (SD) age - survey date 65.7 (10.8) | 65.4 (12.5) | 67.6 (11.3) 57.8(12.5) 62.6 (11.4) 58.0(13.0) | 58.8 (14.4) Japan (n=309) 18.8% 10.7% 26.5% B2% 13% @ 87%
the USA and Japan — up to 5 consecutively consulting patients with Biological sex - Male, % 57.7 62.8 58.7 17.5 43.2 36.5 23.5 o) By ‘D
== “France, Germany, Italy, Spain. United Kingdom PPE Employment — retired, % 49.1 48.7 58.7 30.5 42.9 19.7 29.6 ) By type o
INCLUSION CRITERIA Ethnicity - White, % 88.4 89.9. - 84.8- 83.6 87.5 79.3 88.0 INSIP (n=418) 3.9% 14.4% 21.3% TR 203% 0
rsic Top three tests/assessments performed to confirm diagnosis of ILD cHP/fHP(n=306) 27 1% 8.8% 14.4%  [EEIS5% 10.8%
sician: . . .

Y ® Overall (n=1759), FVC was the most reported test/assessment performed to confirm the diagnosis of ILD (83.3%) ulLD (n=167) 28.7% 12.6% 18.0% W8N 7.2%  6.0%
Pulmonologists / Internal medicine specialists who saw at least 4 types of ILDs in a typical month in patients, followed by DLco (79.1%) and HRCT scan (76.1%). SSc-ILD (n=246) 19.5% 11.4% 23.204 1619%0 8.1% 9.8%
Rheumatologists who saw at least 4 autoimmune (Al) associated ILD in a typical month . - . RA-ILD (n=389) 25.7% 10.0% 26.5% 400 105% @ 7.2%

Physician-reported use of guidelines for ILD with PPF PM/DM-ILD (n=137) e 1 0ot o4 10, EE 1020 22 T
Qualifying ILD types: Non-Specific Interstitial Pneumonia (iNSIP), Chronic / Fibrotic Hypersensitivity Pneumonitis (cHP/fHP), Unclassifiable e Of the 376 Dhvsici i ority (84. 6% ted referring t dell o d " ireat ILD with __ - o — — s
Interstitial lung disease (ulLD), Al-ILD: Scleroderma-Associated Interstitial lung disease (SSc-ILD), Al-ILD: Rheumatoid arthritis-associated the _ physicians, the majority (84. ?).repor ed reterring to guide |-nes O diagnose, monitor or re_a _ wi SS-ILD (n=98) 26.5% 12.2% 21.6% b 122%  41% L4520
interstitial lung disease (RA-ILD), Al-ILD: Polymyositis / Dermatomyositis Interstitial lung disease (PM/DM-ILD), Al-ILD: Sjdgren's syndrome PPF patients. Over three quarters of physicians (n=318) reported referring to some / all aspects of guidelines when | - - | | -
. _ : . : Worsening Physiological Radiological m \Worsening Worsening Physiological m All three
Interstitial lung disease (SS-ILD). making decisions (Figure 2). of symptoms only evidence only evidence only of symptoms of symptoms and criteria
: _ - - - 0 P — and physiological and radiological
Patient: Figure 2. Reference to guidelines (% of physicians, n=318) i radiological v
evidence
Physician confirmed diagnosis of ILD with PPF Adult patients, not involved in a clinical trial 30.2% 0.9% 17.3% 1.6% o _ o _ _ _
| o Antifibrotic prescribing patterns for patients with confirmed PPF
Refer to all Refer to some Do not actively refer, uses Rarely, trusts their clinical , , _ _ ,
DATA COLLECTION & ANALYSIS aspects aspects existing knowledge of guidelines experience and expertise o At survey date, 80.0% of patients were prescribed treatment for their PPF, whilst 14.7% had never received
° Data was collected between February 2024 — October 2024, based on available medical history to the physician * Arange of ICD-10 codes were assigned to patients: 79.7% of SSc-ILD patients, 78.8% of PM/DM ILD patients, treatm.ent for their PPF. | o | |
78.7% of RA-ILD patient, 75.1% of iNSIP patients, and 76.6% of ulLD patients were assigned an ICD-10 code o Of patients currently prescribed PPF treatment where one criterion was used to confirm PPF, worsening symptoms

®* Physicians provided demographic, diagnostic (including most recent ICD-10 code) and treatment data for

_ _ (n=346), radiological (n=265) or physiological evidence (n=170), 62.1%, 67.1% and 58.9% were prescribed an
consulting PPF patients

antifibrotic, respectively.
o Of patients currently prescribed PPF treatment where two or more criteria were used to confirm PPF (n=628),
74.5% were prescribed an antifibrotic, most commonly nintedanib (90.6%). Data shown by country in Figure 5.

specific to the underlying CTD or ILD aetiology. For cHP/fHP, 76.6% of patients were assigned a non-specific ICD
code. Similarly, for SS-ILD, 64.3% of patients were assigned a non-specific ILD code. Overall, 8.1% of all patients

Data was analysed descriptively by country and by type of ILD were assigned code J84.10 and 0.2% were assigned code J84.170.

Criteria used to confirm PPF

CONCLUSION

Figure 5. Antifibrotic usage in patients who met two or more of the PPF criteria (% of patients)

®* The current application of guideline criteria used by physicians to confirm PPF in a real-world setting

* Worsening of respiratory symptoms was the most reported criteria used to confirm the PPF phenotype overall

France (n=84) 57.1% 4.8% 38.1%
differs between country and type of ILD. The relatively high proportion of patients defined as PPF using a (59.9% of patients) followed by radiological (57.5%) and physiological (43.4%) evidence of disease progression
: . C : : : Germany (n=61) 52.5% 6.6% 41.0%
single criterion indicates a need for closer adherence to guidelines. (Figure 3).
* Of patients where two or more criteria were used to confirm PPF, a considerable proportion of patients - For worsening of symptoms, dyspnea on exertion was most frequently reported (78.6% of patients). ltaly (n=81) 69.1% 14.8% 16.0%
were not treated with an antifibrotic. , _ _ , o , o Spain (n=81) 81.5% 6.2% 12.3%
. . L . . o For physiological evidence of progression, decline in FVC was measured for 92.5% of patients. Mean decline in
®* Furthermore, although ICD-10 codes are approved for progressive pulmonary fibrosis, findings from this , ~ : ; )
L . . . . . . L absolute FVC percent predicted was 14.5%. UK (n=78) 66.7% 5.1% 28.2%
study highlight a low proportion of patients categorized as pulmonary fibrosis. This highlights the
difficulties in identifying PPF-ILD patients in existing datasets based on standardized diagnostic o For radiological evidence of progression, new ground-glass opacity with traction bronchiectasis (43.8% of US (n=133) 70.1% 9:0% 20.3%
classifications vs. real-world classification and management, also indicating potential underdiagnosis and patients), increase extent or increase coarseness of reticular abnormality (40.8%), new fine reticulation (40.2%) Japan (n=110) 65.5% 2.7% [l 28.2%

was reported by physicians.

undertreatment. Nintedanib only Pirfenidone only m Prescribed both Nintedanib and Pirfenidone Not prescribed antifibrotics
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