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	Introduction/Aim: Interstitial lung disease (ILD) is the major cause of mortality in patients with idiopathic inflammatory myopathies (IIM) and can be the main organ manifestation. Despite this, ILD is not included in current classification criteria for IIM. This study aims to describe the IIM cohort in the Australasian ILD registry (AILDR).

Methods: Participants from the AILDR were included who had a diagnosis of IIM and/or a positive myositis-specific or myositis-associated autoantibody. Data on demographics, medical history, investigations and management were extracted and reviewed independently by two investigators and then stratified into pre-defined groups based on the likelihood of IIM. Groups were further classified into IIM subtypes (anti-synthetase syndrome (ASSD), dermatomyositis, immune-mediated necrotising myopathy (IMNM), overlap myositis (OM), polymyositis).

Results: Of the 3193 patients in the AILDR, 241 (7.5%) with IIM were identified. Mean age was 59.9±14.8 (SD) years and 123 (51.0%) were female. 114 (47.3%) were considered ASSD, 49 (20.3%) dermatomyositis, 4 (1.7%) IMNM, 52 (21.6%) OM and 22 (9.1%) polymyositis. The most common autoantibodies were anti-Jo1 (18.3%), anti-PL7 (14.9%) and anti-PM/Scl75 (13.3%). Autoantibody prevalence within IIM subtypes is conveyed in Figure 1. Regarding respiratory symptoms, dyspnoea (n=149) and cough (n=115) were recorded most. GORD/dysphagia was the commonest extrapulmonary feature (n=63) followed by rash/skin changes (n=37), and Raynaud's phenomenon (n=33). Regarding management, 147 records noted the use of an immunomodulator, particularly for ASSD (n=73, 64.0% of subtype). 33 noted anti-fibrotic use, most frequently for dermatomyositis (n=11, 22.4% of subtype). 12 were on combined immunomodulator and anti-fibrotic therapy. Oxygen therapy was used in 60 records (24.9%) including 30 with ASSD, 8 dermatomyositis and 12 OM. 

Conclusion: IIM accounts for 7.5% of cases in the AILDR. Although similarities exist between these patients and other cohorts described, there appear to be differing proportions of certain IIM subtypes, autoantibody profiles, clinical features and management.
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Figures:
Figure 1. Bar graph showing the distribution of myositis-specific or myositis-associated autoantibodies among AILDR IIM subtypes (Anti-synthetase syndrome (n=114), Dermatomyositis (n=49) and Overlap Myositis (n=52)).
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