
 

Supplemental table 1. Clinical information of GSDIa patients.                                                                                          

CNGDF: continuous nocturnal gastric drip feeding                                                                                                                

N.A.: not available                                                                                                                                                                       

UCCS: uncooked corn starch                                                                                                                                                              

GSDIa 
subject 

Age  
(years) 

Gender Genotype                 
(G6PC variants) 

Dietary regimen Carbohydrate 
intake  

(g/kg/day) 

UCCS/Glycosade 
intake  

(g/kg/day) 

Energy 
intake 

(Kcal/kg/day) 

   

Protein change     

001 5.2 M p.Arg83Cys   
p.Arg83Cys 

Frequent feedings 
UCCS 

CNGDF 

N.A. N.A. N.A. 

002 10.0 M p.Arg83Cys   
p.Arg83Cys 

Frequent feedings 
CNGDF 

N.A. N.A. N.A. 

003 17.1 M p.Trp63Arg 
p.Arg83Cys 

Frequent feedings 
UCCS 

10.5 5.6 46.1 

004 25.8 F p.Trp63Arg 
p.Arg83Cys 

Frequent feedings 
Glycosade 

7.1 4.4 31.0 

005 24.0 F p.Arg83Cys   
p.Arg83Cys 

Frequent feedings 
UCCS 

6.1 4.0 26.4 

006 34.9 M p.Arg83Cys   
p.Arg83Cys 

Frequent feedings 
Glycosade 

6.0 4.6 26.6 

007 11.2 F p.Arg83Cys   
p.Arg83Cys 

Frequent feedings 
UCCS 

10.0 4.9 45.1 

008 28.1 M p.Arg83Cys   
p.Arg83Cys 

Frequent feedings 
UCCS 

CNGDF 

4.8 1.4 24.3 

009 24.1 F p.Arg83Cys   
p.Arg83Cys 

Frequent feedings 
UCCS  

5.7 4.4 24.5 

010 11.1 M p.Arg83Cys   
p.Arg83Cys 

Frequent feedings 
UCCS 

8.3 5.4 34.9 


