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Supplementary Figure S1. Flow chart of study. Data of 62 patients with systemic lupus
erythematosus (SLE) and thoracic diseases who had attended respiratory departments in eight
hospitals in Japan between 1987 and 2016 were retrospectively evaluated by respiratory
physicians, pulmonary radiologists, and pulmonary pathologists. Two patients were excluded
from this study because their thoracic diseases were deemed infectious and five because they
did not have interstitial pneumonia (three with pleuritis, one with pleuritis and pericarditis,
and one with pulmonary hypertension without interstitial pneumonia. Thus, data of 55
patients with SLE and SLE-related interstitial pneumonia were studied.
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Supplementary Figure S2. Relationships between forms of interstitial pneumonia (IP),
serositis, and disease activity of systemic lupus erythematosus (SLE). Activity of SLE was
assessed using a SLE-disease activity index (SLEDAI-2K score), and the relationships
between disease activity and onset form of SLE-IP examined. A, SLEDAI-2K scores were
significantly higher in patients with acute/subacute IP than in those with chronic IP
(p=0.046). B, SLEDAI-2K scores were significantly higher in patients with
pleural/pericardial effusion than in those without such effusions (p=0.039).

A Onset forms of interstitial pneumonia

p = 0.046

|

40
30 .

20

SLEDAI-2K

0
Acute / subacute IP  Chronic IP

B Pleural/pericardial effusion

p =0.039

|

40

30 H

2 2]

S
S

negative positive

SLEDAI-2K



Supplementary Figure S3. Survival curve in 55 patients with SLE-IP. Survival curve
showing the overall survival of 55 patients with systemic lupus erythematosus (SLE)-related
interstitial pneumonia. The five-year survival rate was 85.3%.
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Supplementary Figure S4. Kaplan—Meier survival curves according to indicated clinical
factors in patients with systemic lupus erythematosus (SLE)-related interstitial pneumonia
(IP). A, Age of >54 years (based on median value, log-rank, p=0.086), B, sex (log-rank,
p=0.116), C, pleural/pericardial effusion (log-rank, p=0.236), or E, Histopathologic pattern
having UIP (log-rank, p=0.464) are not associated with prognosis. D, Patients with
neuropsychiatric lesions (log-rank, p=0.003) had significantly worse survival than those
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Supplementary Table S1. Breakdown of “Unclassifiable” in SLE-IP patterns
on HRCT

Unclassifiable n (%)
NSIP + OP 14 (46.7)
UIP + NSIP 7 (23.3)
UIP + NSIP + OP 2(6.7)
UIP + OP 1(3.3)
NSIP + DIP 1(3.3)
UIP + DAD 1(3.3)
UIP + NSIP + PPFE 1(3.3)
Smoking related IP 1(3.3)
Not adequately characterized pattern by the 1(3.3)
international IIPs classification statements

Inadequate radiologic data 1(3.3)

Abbreviations; SLE: systemic lupus erythematosus, IP: interstitial pneumonia,

HRCT: high-resolution computed tomography, NSIP: nonspecific interstitial pneumonia,
OP: organizing pneumonia, UIP: usual interstitial pneumonia,

DIP: desquamative interstitial pneumonia, DAD: diffuse alveolar damage,

PPFE: pleuroparenchymal fibroelastosis.

Supplementary Table S2. Causes of death during observation period

Causes of death n Details

Pneumocystis pneumonia: 2,
Infections 6 Bacterial pneumonia: 2,
Sepsis: 1, Lung abscess: 1

Lung cancer: 2,
Malignant tumors 4 Esophageal cancer: 1,
Bladder cancer: 1

Neuropsychiatric lesions 2
Respiratory failure due to IP 2 Acute IP:1, Chronic IP: 1
Respiratory failure due to nasal bleeding 1

Abbreviations; IP: interstitial pneumonia.



