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Two Cases of Lafora’s Disease
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Lafora’s disease is one of the major causes of progressive myoclonic epilepsy.
The main clinical manifestrations are epilepsy, both generalized and focal, severe
and progressive myoclonus, progressive dementia and cerebellar sign, then leading to

death within 2-10 years.

The definite diagnosis depends on the detection of the characteristic PAS positive
inclusions, which are present in various tissues including the brain, liver, muscle

and skin,

‘We presented two brothers who showed typical clinical features of this disorder,

confirmed by skin and muscle biopsy.
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Fig 2. The SSEP obtained from the left median
nerve stimulatior. showed high amplitudes of Erb’s
point and P22 waves.

Fig 1. MRI shows normal structure of basal ganglia(4) and cerebellum (B). TR/TE : 600/15.
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Fig. 3. EEG showing continuously bilateral synchronous slow waves
mixed with spike-wave complexes(A), EEG with photic
stimulation showing a marked photoreactive spike or polyspike-
wave complexes B).
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Fig 4. A) The PAS-positive round or oval inclusions are present in the periphery of the eccrine
sweat gland ducts axillary skin, PAS stain x100, *400)
B) Electron microscopic. photograph showing the inclusion in the duct. cell, compased of many fine

There is no limiting membrane.

In the peripheral area of the inclusion,

dria(M) are also present skin biopsy, X 13,600)
O Electron microscopic photograph showing sheets of glycogen particle(G) and

fine filamentous

material (F) in the intermy-ofibrillar space(muscle biopsy specimen, *10,200).
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Fig 5. A) The PAS-pasitive inclusions are present in
the periphery of axillary cccrine glands(PAS
stain <400).

B) Electron microscopic photograph showing
an oval inclusion(D in the duct cell. (skin
biopsy specimen, X10,200)
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