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Fig. S1: Kaplan–Meier survival estimate 

  



 

Table S1 Distribution of respiratory events in patients with ASMD type B or type A/B 

Study Timepoint 

Percent 

predicted 

DLCO (%) 

Number of 

records 

Respiratory events,  

n (%) 

Prospective 

natural history 

study [15] 

Baseline 

<60 28 10 (35.7) 

≥60 20 2 (10.0) 

NA 2 2 (100.0) 

Month 12 

<60 24 4 (16.7) 

≥60 20 2 (10.0) 

NA 4 4 (100.0) 

Final visit 

<60 24 9 (37.5) 

≥60 6 0  

Retrospective 

cohort study 

[21] 

First 

presentation 

<60 26 4 (15.4) 

≥60 24 2 (8.3) 

NA 60 6 (10.0) 

Diagnosis 

<60 26 4 (15.4) 

≥60 22 2 (9.1) 

NA 62 2 (3.2) 

Last follow-

up/death 

<60 20 1 (5.0) 

≥60 26 2 (7.7) 

NA 64 2 (3.1) 

ASMD acid sphingomyelinase deficiency, DLCO diffusing capacity of the lungs for carbon monoxide, n number 

of respiratory events, NA not available 

 

 


