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Interstitial lung disease associated with idiopathic 
inflammatory myopathies: the importance of recognizing an 
early pulmonary phenotype

Enfermedad pulmonar intersticial asociada a miopatías inflamatorias idiopáticas:
el valor de reconocer un fenotipo pulmonar temprano
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“In idiopathic inflammatory myopathies, the 
lung is not just another organ: it is the one that 
defines the clinical course.”

Idiopathic inflammatory myopathies (IIM) 
comprise a heterogeneous group of autoimmune 
diseases in which pulmonary involvement has 
become a decisive prognostic factor. Interstitial 
lung disease (ILD) associated with IIM is one of the 
main determinants of morbidity and mortality1,2. 
In this context, early identification of clinical, im-
munologic, and radiologic risk patterns is essential 
to modify the natural course of the disease.

The multicenter study analyzed3 provides sig-
nificant data by characterizing a representative 
cohort of regional clinical practice, with a pre-
dominance of women, a high frequency of antisyn-
thetase antibodies –particularly anti-Jo-1– and a 
dominant pattern of nonspecific interstitial pneu-
monia (NSIP). These findings are fully consistent 
with recent international series4-6, underscoring 
that accurate identification of the antisynthetase 
phenotype is a cornerstone of diagnosis, prognosis, 
and therapeutic decision-making in this context.

Radiologic findings reinforce the importance of 
expert interpretation of high-resolution computed 
tomography. The predominance of the NSIP pat-
tern, also observed in contemporary studies5,7, 
requires active surveillance, given its potential 
reversibility when treated promptly. Multidisci-
plinary collaboration among pulmonology, rheu-
matology, and radiology is therefore essential to 
ensure early diagnosis and timely management.

From a functional standpoint, early reduction in 
diffusing capacity, exercise-induced desaturation, 
and restrictive ventilatory impairment represent 
sensitive markers of early pulmonary involve-
ment1,2. Systematic assessment with DLCO and 
walk tests –simple, low-cost tools– plays a central 
role in detecting subclinical progression and adapt-
ing treatment in a timely manner.

Therapeutically, the favorable outcomes ob-
served with mycophenolate and the use of ritux-
imab in refractory cases align with contemporary 
evidence and recent multicenter studies.6,8 Early 
implementation of intensive immunomodulatory 
therapy has shown benefit in preventing irrevers-
ible fibrotic progression and improving long-term 
survival.

A valuable contribution of the study is the 
comparison between patients with and without 
ILD. The higher prevalence of antisynthetase 
markers among those with ILD, and the greater 
muscular involvement and ANA positivity in those 
without pulmonary disease, reflect the phenotypic 
heterogeneity of IIM.9 This variability reinforces 
the need to stratify patients according to distinct 
clinical and serologic profiles to guide personalized 
management strategies.

Taken together, this regional study reinforces a 
key clinical message: active screening for ILD in 
patients with IIM is essential. Early detection al-
lows intervention before irreversible lung damage 
occurs, optimizing immunomodulatory therapy 
and improving long-term outcomes.

???

E D I T O R I A L
ISSN 1852-236X

https://orcid.org/0000-0002-3639-8968
https://doi.org/10.56538/ramr.UXFO5372


Revista Americana de Medicina Respiratoria   Vol 25 Nº 3 - September 2025108

Conflicts of interest
The author declares no conflicts of interest related to this 
publication.

REFERENCES

1.	 Connors GR, Christopher-Stine L, Oddis CV, Danoff SK. 
Interstitial lung disease associated with idiopathic inflam-
matory myopathies: what progress has been made? Chest. 
2010;138:1464-74. https://doi.org/10.1378/chest.10-0180

2.	 Fathi M, Dastmalchi M, Rasmussen E, et al. Interstitial 
lung disease, a common manifestation of newly diag-
nosed polymyositis and dermatomyositis. Ann Rheum Dis. 
2004;63:297–301. https://doi.org/10.1136/ard.2003.006122

3. Nigra NP, Moyano V, Cuestas E, y cols. Interstitial Lung Dis-
ease Associated with Idiopathic Inflammatory Myopathies 
Multicenter Study Conducted in the  Province of Córdoba, 
Argentina. Rev Am Med Resp. 2025;25:117-123. https://doi.
org/10.56538/ramr.NBKX4553

4.	 Zamora AC, Hoskote SS, Abascal-Bolado B, et al. Clini-
cal features and outcomes of interstitial lung disease in 

anti–Jo-1 positive antisynthetase syndrome. Respir Med 
2016;118:39–45. https://doi.org/10.1016/j.rmed.2016.07.009

5.	 Marie I, Hachulla E, Cherin P, et al. Pulmonary involve-
ment in antisynthetase syndrome.  Arthritis Rheum 
2002;47:614–22. https://doi.org/10.1002/art.10794

6.	 Distler O, Highland K, Gahlemann M, et al. Nintedanib 
for systemic sclerosis–associated interstitial lung disease. 
N Engl J Med 2019;380:2518–28. https://doi.org/10.1056/
NEJMoa1903076

7.	 Long K, Danoff SK. Interstitial lung disease in polymyositis 
and dermatomyositis.  Clin Chest Med 2019;40:561–72. 
https://doi.org/10.1016/j.ccm.2019.05.004

8.	 Doyle TJ, Dhillon N, Madan R, et al.  Rituximab in the 
treatment of interstitial lung disease associated with 
antisynthetase syndrome: a multicenter retrospective 
case review.  J Rheumatol. 2018;45:841–50. https://doi.
org/10.3899/jrheum.170541

9.	 Allenbach Y, Benveniste O, Stenzel W, Boyer O. Myositis-
specific autoantibodies: a key tool to understand clinical 
heterogeneity. J Intern Med. 2016;280:8–23. https://doi.
org/10.1111/joim.12451

https://doi.org/10.1378/chest.10-0180
https://doi.org/10.1136/ard.2003.006122
https://doi.org/10.1016/j.rmed.2016.07.009
https://doi.org/10.1002/art.10794
https://doi.org/10.1056/NEJMoa1903076
https://doi.org/10.1056/NEJMoa1903076
https://doi.org/10.1016/j.ccm.2019.05.004
https://doi.org/10.3899/jrheum.170541
https://doi.org/10.3899/jrheum.170541
https://doi.org/10.1111/joim.12451
https://doi.org/10.1111/joim.12451

