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Glycogen Storage Disease type 4 (GSDIV)

What's GSDIV ?

Glycogen Storage are disease of metabolism, that means that is they result from a defect in the chain of chemice
reactions which transform sugars into useful energy. These sugars or carbohydrates are stored in cells in the
form of glycogen. During the physical exercise, the glycogen is normally transformed into useful energy b
muscles, thanks to a series of biochemical reactions which bring in several enzymes. If one of them lack, thi
glycogen accumulates in cells without being able to be used.

Symptoms :

In the most common shape, kittens die in the birth or after bus they are incapable to produce enough glucos:
necessary for the birth and at the first hours of the life. More rarely, kittens can live normally until 5 months
but the disease quickly leads to neuromuscular degenerations, to muscular atrophies, to heart failures and t
death of the animal before 15 months.

Transmission :

For the Norwegian forests cat, the glycogénose of type IV is a hereditary illness monogenic (a single implie
gene) autosomale (males as females are concerned) recessive (the kitten has to inherit from the alléle of th
gene moved by each of his two relatives to be affected).

Diagnosis

Pr John Fyfe of the university of Michigan (USA) identifed the gene and the transfer
implied in this disease (Fyfe and al. 2007). According to him, GENINDEXE propose
screening test of the disease based on the detection of the transfer of the gene GBEL1.
de la maladie. According to the result of the test, 3 situations are possible :

wild Homozygote (+ / +), Heterozygote (+/-) or moved Homozygote-(/-).

Interpretation of results :

In genetics the code to indicate the wild copy ( alléle ) of a gene is "+" and on the contrary the code to indicate the
copy ( allele ) moved by a gene is "-".

So, after a screening test GSDIV, the status of a cat can be or:

+/+

- + Heterozygote - Carrier of GSDIV, the probability of  transmission of the transfer is 50 %
-/- Moved homozygote - Affected by GSDIV, passes on  the transfer in 100 % of the cases
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