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Introduction

A 58-year-old with a history of nonspecific interstitial pneumonia 
(NSIP) pattern in high-resolution computed tomography (HRCT) 
(Figure 1A) presented with dyspnea and hypoxemia (SaO2 85% 
rest). The patient was initially followed up in another hospital; 
his routine serology was negative, and received treatment with 
mycophenolate mofetil in 2017 based on HRCT findings. Physical 
examination revealed bibasilar “Velcro” crackles and a V-shaped 
shawl erythematous rash over the chest. Pulmonary function 
testing demonstrated a significant decline from 2017 to 2025 in 
forced vital capacity (FVC: 63%pred to 53%pred) and diffusing 
capacity (Dlco: 55%pred to 34%pred).

Figure 1A: CT SCAN (2017): NSIP pattern bilaterally at the lung 
bases depicting traction bronchiectasis, fine reticulation, ground 
glass opacities, with subpleural sparing.

A new HRCT revealed a strikingly asymmetric fibrotic pattern a 
fibrotic NSIP involving the right lung, in contrast to an exuberant 
usual interstitial pneumonia (UIP) pattern in the left lung (Figure 
1B). Given the cutaneous findings, the deteriorating clinical 
course and the uncommon radiologic findings, extended serologic 
testing, including a myositis panel, was repeated, demonstrating a 
positivity for anti–MDA5 antibodies.

Figure 1B: HRCT scan (2025): A striking atypical asymmetric 
pattern of a fibrotic NSIP at the right lung base and an exuberant 
UIP pattern at the left lung.

Anti-MDA5 myositis is associated with dermatomyositis and 
progressive interstitial lung disease, characterized by high early 
mortality, poor response to immunosuppression, and minimal 
(amyopathic) muscle involvement [1]. Radiologically, organizing 
pneumonia and NSIP predominate, whereas UIP is uncommon 
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[2], rendering the unilateral UIP pattern in this case particularly 
notable. Antifibrotic therapy (nintedanib) was added to ongoing 
MMF treatment. 

This case highlights the importance of recognizing immune-
mediated myopathies in patients with atypical or progressive ILD, 
underscoring the value of revisiting serologic testing when clinical 
and imaging features diverge from the expected disease course.
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