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The Charlie Foundation 

invites you to register 

your ketogenic diet pro-

gram on their web-site. 

This is a self-registration 

process that allows you 

to update your  facility 

information as needed. 

The web-site is visited 

by thousands of families 

each year and is the 

only known registry for 

the diet. Registrations 

are reviewed by a 

health care professional 

prior to  posting.     

www.charliefoundation.org 

Glucose Transporter Type I Deficiency Syndrome & the ketogenic diet 

Glucose Transporter Type 1 Deficiency Syndrome (Glut-1DS) is a condition inherited in an 

autosomal dominant manner. The prevalence of the disease is unknown since it was originally 

described in the 1980’s, however it has been reported in all areas of the world. This disease is 

characterized by infantile seizures that are refractory to anticonvulsants. There is a decelera-

tion of head growth and delays in cognitive and motor development. Seizures usually occur 

between one and four months of age and are classified as generalized tonic or clonic, myo-

clonic, atypical absence, atonic, or unclassified seizures. 

 

According to Dr. Darryl De Vivo at Columbia University in NY, the diagnosis of Glut1-DS is 

determined by 1) cerebrospinal fluid glucose concentration that seldom, if ever, exceeds 

40mg/dL and 2) low ratio of cerebrospinal fluid glucose concentration to blood glucose con-

centration: consistently about 0.33+0.01 (normal ratio 0.65+0.01). Molecular genetic testing is 

available on a clinical basis for the SLC2A1 gene which is associated with this disease. 

 

The defect of this disease occurs within glucose metabolism of the brain. Transport of D-

glucose across the blood-brain barrier is mediated by a sodium-independent facilitative trans-

port protein. Individuals with Glut1-DS have a reduction of approximately 50% in glucose up-

take relative to normal controls. The inability of the brain to meet normal glucose demands 

leads to hypoglycorrhachia, infantile seizures, acquired microcephaly and developmental de-

lays. 

 

Treatment for this disease has focused on the alternative pathway for energy; fat metabolism. 

In 1991 Dr. De Vivo began using the ketogenic diet to treat this disease. Since carbohydrate is 

restricted to a minimum and fat provides the majority of calories in this diet, the glucose load 

to the brain is lessened. Dr. De Vivo has also proposed that “anti-epileptic drugs are generally 

ineffective or afford only limited improvement” based on his experience with these patients. He 

further recommends avoiding barbiturates with this syndrome as they can aggravate the de-

fect. 

 

At Children’s Hospital of Wisconsin where I manage the ketogenic diet, four children have 

been diagnosed with Glut1-DS. Three of these children had intractable seizures and have 

achieved seizure-freedom and improvements in cognitive and motor development with diet-

therapy. These children were successfully weaned off of their anti-seizure medications. The 

fourth child has gained improvements in cognitive and motor development. 

 

The Charlie Foundation received a call this past summer from a family whose child had been 

seizure-free on the ketogenic diet for about 5 years. Each attempt at reducing the diet (by in-

creasing the carbohydrate) caused seizure activity. This 9 year old also has significant ataxia 

and cognitive delays. The child was recently tested and found to have Glut1-DS. The family is 

now prepared to continue the ketogenic diet for long-term therapy. 



Resources for the ketogenic diet 

 

The Ketogenic Diet Journey; Parent’s Guide—36 pp booklet by Beth Zupec -Kania, RD, CD 

This booklet is packed with information for the traditional ketogenic diet from food preparation and gourmet 

meals to sick-days and trouble shooting the adverse effects. Recipient of “Creative Nutrition Education 

Award” from the American Dietetic Association in 2004. $3.00 each to cover shipping: Ketogenic Seminars, 

PO Box 188 Elm Grove, WI 53122  

 

Helping Your Child Succeed on the Ketogenic Diet—176 pp book by Deborah Ann Snyder, DO  

A family physician and mother of a four-year-old “keto kid,” provides compassionate advice for parents tran-

sitioning to a lifestyle where one extra bite of food can have serious repercussions on a child’s health. This 

is a practical guide that will enable families to successfully master the ketogenic diet, while making the ex-

perience as pleasant as possible for child and parent. Order on-line: demosmedpub.com   $16.95. 

 

The Ketogenic Diet; A Treatment for Children and Others with Epilepsy, 4th Ed.—328 pp book by        

John M. Freeman, MD, Eric Kossoff, MD, Jennifer B. Freeman, Millicent T. Kelly, RD, LD 

This updated edition covers the many advances that have been made in understanding how the diet works, 

how it should be used, and its future role as a treatment for children with epilepsy. It includes a discussion 

of how the Atkins and modified ketogenic diets may in some cases be used as alternatives to control epi-

lepsy in children. Order on-line: demosmedpub.com   $24.95. 

 

KetoCalculator©—web-based computer program for dietitians, designed by Beth Zupec -Kania, 

RD, CD & sponsored by Nutricia North America  

KetoCalculator© is a web-based program restricted to dietitians to assist in the mathematical calculations of 

the ketogenic diet. Diets can be created for ratios between 1.1 to 5:1. A wide variety of standard ketogenic 

meals and formulas may be calculated instantly. The database includes over 500 foods with the user’s abil-

ity to add new foods. The dietitian may grant access to caregivers to create meals and snacks from pre-

determined calculations. The program tabulates carbohydrate content of medications and analyzes nutri-

tional supplements. The program is housed on a secured web-based application and is updated regularly.  

To view a complete listing of the features of this program or to register, visit https://www.ketocalculator.com    

 

Recommended Scales 

 Model:          Ohaus#CS200           MyWeigh, MX-300 pocket scale 

Approximate cost $112    $40 

Capacity:  200gm   300gm 

Accuracy:   0.1gm                             0.1gm 

To order:               800-672-7722  www.myweigh.com 

Use:                                  Very durable                       Convenient for traveling 

Ohaus#CS200 


