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P-038 - CLINICAL CHANGES IN PEDIATRIC PATIENTS WITH TYPE IIIA GLYCOGENOSIS WITH A
HIGH DIET PROTEIN

Reyes-Apodaca M, Consuelo-Sánchez A, Klünder-Klünder M, Medeiros-Domingo M, Vázquez-Frías R

Hospital Infantil de México Federico Gómez, Ciudad de México, México.

OBJECTIVES AND STUDY: Describe the clinical changes in patients with GSD IIIa after a high protein
diet. Quasi-experimental study, before and after. METHODS: A complete medical history was made, with
points of main interest: clinical symptoms of mild hypoglycemia (drowsiness, diaphoresis, nausea) or
severe (seizures), presence of cardiac or muscular affections, liver size, and portal hypertension data.
The nutritional intervention was for 12 months and consisted of 3 points: 1) High protein diet, at least 3
g/kg/day, supplementary powder supplement (>2g/kg/day), 2) Restriction of fructose, sucrose, and
lactose, 3) Raw cornstarch doses 0.5 – 1 g/kg every 4-6 hours. RESULTS: 12 patients were included, with
a median age of 98.3 months. Before intervention height for age median z score -2.63, after -2.57. Liver
size before 4.23 after 3.44, no data of splenomegaly or portal hypertension were found. Before the
intervention, 9 patients reported exercise intolerance, after 5. Before 10 patients didn’t perform physical
activity after only 4 patients didn’t. 5 patients increased the intensity of physical activity. No cardiac
alterations were found. 6 patients reported hypoglycemia before, only 1 patient reported after the
intervention. Median of AST 469 U/L before and 329.5 U/L after. ALT before 425 U/L after 401 U/L and
median of ALT reduced from 425 U/L to 401 U/L. All patients persisted with high CK. No differences were
found in the lipid profile. CONCLUSION: This is the first quasi-experimental study focused on a high diet
protein in GSD IIIa and the clinical changes. A good dietetic intervention without simple sugars
restrictions like fructose, sucrose, and lactose plus a diet high in protein and raw cornstarch can improve
exercise intolerance which leads to an increase in physical activity. It also leads to reduced liver size and
better control of glucose levels in patients with type GSD type IIIa. The changes in the lipid profile can be
explained by the energy demands for the changes in physical activity, as well as the maximum fasting
time of the patients, 6 hours, no ketone bodies were made in this study that helps to support this theory.
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