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[J ABSTRACT T[]

This study was performed on /14/ children (at one big family) attended at Al-Assad University
Hospital in Lattakia between 1993-1999. Age of the children ranged from |2 days — 7 years.
From our study we found; that, Glycogen storage disease type pomp’s disease was presented
in 6 cases (42.85%), all of them (100%) were with Hypertrophic Cardiomyopathy. The
thickness of the IVS range between 16-28 mm.

33% of them were with qradiant pressure between L.V and aorta, which was 435-50 mm. Hg.
50% of them were with mild mitral regurgitation.

The important ECG signs were: syndrome WPW, short interval P-Q, very deep Q-wave, very
wide and high R-wave, inversion T-wave. all the cases died by first 6 months of age.

" Associate Professor at Pediatrics, Department, Faculty of Medicine, Tishreen U niversity, Lattakia,
Syria,
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Muscle biopsy — sercoplasmic accumulation of PAS — positive material, compatible with
“Glycogen storage disease Type II” (Pomb disease).
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