Case Scenario:
Mohamed is 18 months old. He presents by convulsions in emergency room. He has cold
clammy sweat all over his hands and face. His blood sugar is 30mg%. He has huge
hepatomegaly, no splenomegaly and no jaundice. His prothrombin time is normal. Mom says he
follows at Hepatology Clinic, and he was diagnosed as type III glycogen storage disease. He was
advised starch but she does not believe that food can be a medication option, She is non
compliant and he keeps getting hypoglycemic attacks. She wants anti-epileptic drugs, or liver
transplantation. You admit the child.
1- Do you recommend starch in this boy?
2- Do you recommend dexamethazone in this child?
3- Do you recommend blood transfusion in this child?
4- Do you recommend lactose free diet in this boy?
5- Do you recommend liver transplantation in this boy?
6- Do you recommend stem cell transplantation in this boy?
7- Do you recommend oral prednisone in this child?
8- Do you recommend carbamazepine in this boy?
9- Will you recommend vitamin B for this child?

Model Answer
Title:
Treatment Plan of Infants with Glycogen Storage Disease type III Hypoglycemic Convulsions
Introduction:
Glycogen storage disease type III (GSD type III) is caused by a deficiency of glycogen
debrancher enzyme activity. It has variable clinical severity affecting primarily the liver, heart,
and skeletal muscle due to accumulation of abnormal glycogen. Deficiency of glycogen
debrancher enzyme results in partial breakdown and release of glycogen into glucose causing
hypoglycemia. Hypoglycemia compromises conscious level, leads to seizures and can be life
threatening. Hypoglycemic seizures are not considered epilepsy. Aim of Work: to define a
management plan for an 18 months boy with recurrent hypoglycemic attacks due to GSD type
III.
Methods:
We searched the Cochrane reviews and randomized control trials and genetic diseases registry
comprising references identified from comprehensive electronic database searches and hand
searches of relevant journals and national health institute electronic website.
Results:
We came across 360 researches and case reports describing hypoglycemia and or its
management in glycogen GSD type III. A carbohydrate balanced diet with frequent meals and
nocturnal continuous tube feeding and addition of uncooked corn starch are the mainstays of
treatment to prevent hypoglycaemia. Administration of raw-corn-starch can effectively improve
the disease outcome. Hypoglycemia is managed by frequent small meals of uncooked starch, and
there is no evidence to support use of anti-epileptic medications in GSD type III induced

hypoglycemia. In hypoglycemic convulsions IV fluids containing glucose is the first line of
management. If hypoglycemia is not controlled glucagon is added. Dexamethazone is indicated
only if hypoglycemia is not controlled by IV glucose and glucagone. There is no evidence to
support the use of oral prednisone in GSD type III to control or prevent seizures. Evidence
supports that uncooked starch provides good glycemic control in GSD type III, and no evidence
to support use of lactose free diet in control or in prevention of hypoglymic seizures. Vitamin B
is indicated in GSD other than type III. Evidence is lacking to support or refrain from using
vitamin B. Hypoglycemia induced by GSD type III is not an indication for blood transfusion.
Evidence supports improvement of GSD type III by puberty. Liver transplantation is not
indicated in children with GSD type III unless he develops cirrhosis or hepatocellular carcinoma.
Evidence is lacking to support stem cell transplantation in GSD type III.
Conclusion: In this boy I will start IV fluids containing glucose. I will add glucagon if
hypoglycemia is not controlled. I will add dexamethazone as a third line of management. I will
recommend compliance to raw uncooked starch. I will not recommend blood transfusion, oral
anti-epileptics, lactose free diet, liver transplantation, stem cell transplantation or oral prednisone
or steroids. I will recommend a balanced diet containing normal daily requirements of vitamin B
and other vitamins.
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