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INTRODUCTION: The clinical management of Glycogen storage disease Ia (GSDIa) includes the
administration of uncooked cornstarch (UCCS). Although such an approach is effective in achieving
euglycemia, its impact on the quality of life of patients should be considered. OBJECTIVES: To compare
the efficacy and safety of the administration of sweet manioc starch (SMS) and UCCS during a short-
fasting challenge in patients with GSDIa and biochemically characterize studied starches.MATERIALS
AND METHODS: Randomized, triple-blind, phase I/II, cross-over study, and biochemically characterized
both brands of starches regarding moisture, sugar content and the rate of amylose and amylopectin.
GSDIa patients aged ≥16 years and treated with UCCS were enrolled. Participants were hospitalized for
two consecutive nights, receiving UCCS (Maizena®) or SMS (Fritz e Frida®) each night. After the
administration of the starches, glucose and lactate levels were measured in 1-h intervals throughout the
hospitalization period. The procedures were interrupted after 10h of fasting or in a hypoglycemic episode
(<3.88 mmol/L). RESULTS: Eleven individuals (mean age: 21.6 ± 4.3 years; all presenting body mass
index >25 kg/m2) participated in the study. The average fasting period was 8.2 ± 2.0 h for SMS and 7.7
± 2.3 h for UCCS (p=0.04). SMS maintained euglycemia for a greater period over UCCS. Increased lactate
concentrations were detected even in absence of hypoglycemia, not being influenced by the different
starches investigated (p=0.17). No patient showed severe adverse events. The moisture analysis
revealed the mean: 10.5 ± 0.09% in the SMS samples, while the mean moisture of UCCS was 11.1 ±
0.31%. Quantifiable sugar was detected in both samples (SMS: 38.0 ± 0.00 and UCCS: 22.0 ±
0.14g/100g). The amylopectin content was 78.9 ± 2.02% (SMS) and 77.0 ± 1.23%
(UCCS). CONCLUSIONS: SMS appears to be non-inferior to UCCS in the maintenance of euglycemia, thus
emerging as a promising alternative to the treatment of GSDIa. Further studies are warranted in order to
investigate the therapeutic use of SMS samples that have higher levels of amylopectin and unquantifiable
sugars.
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