
OBJECTIVE
To analyze the chronological pattern of interstitial lung disease (ILD) in patients with systemic 
sclerosis (SSc) and to assess whether the timing of ILD onset (early vs. late) impacts prognosis.

METHODS
A total of 313 patients with SSc from a multicenter ambispective study were included. We evaluated 
the incidence and prevalence of ILD based on annual diagnoses of new cases and their cumulative 
evolution over the first 10 years following SSc diagnosis. The mean annual incidence proportion 
(MAIP) and overall prevalence of ILD in the cohort were calculated. We also characterized the 
distribution of cases at specific time intervals and their cumulative progression. A comparative analysis 
was performed between early and late ILD, using 3-year and 5-year cut-offs from SSc diagnosis.

RESULTS
Among the 313 patients, 116 (37.1%) developed ILD during follow-up. The MAIP was 6.45 cases per 
100 person-years. In 27.6% (32/116) of these ILD patients, ILD was either the presenting feature or the 
main clinical manifestation leading to SSc diagnosis.
Overall, 35.3% (41/116) of ILD cases were diagnosed in the first year, with 27.6% (32/116) identified in 
the first 6 months and 7.7% (9/116) in the subsequent 6 months. Of the 240 patients without ILD at the 
end of the first year, 17.9% (43/240) developed ILD later. Beyond the first year, the incidence rate of 
ILD in SSc patients declines and remains relatively stable (see Table 1 and figure 1), except for a 
marked peak in the eighth year, after which it returns to average levels.
When comparing early ILD onset (≤3 years) to late onset (>3 years) [see Table 2], the only notable 
difference was a lower %pFVC at study inclusion in early cases (mean 79.8 vs. 93; p=0.006). No 
significant differences were observed in %pDLCO, the distance covered in the 6MWT, or other 
variables, including the development of type 3 pulmonary arterial hypertension (PAH), lung transplant, 
mortality, or treatment needs (cyclophosphamide and biologics). Using a >5-year cut-off similarly 
revealed no statistically significant between-group differences
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CONCLUSION
The prevalence of ILD in our cohort was 37.1%, with a MAIP of 6.45 cases per 100 person-years. ILD 
can occur at any time after SSc diagnosis, with a relatively consistent incidence during the disease 
course, emphasizing the importance of continued screening for new onset SSc-ILD over time. The 
timing of ILD onset does not appear to significantly influence its prognosis. 
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