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A Case of Lafora’s Disease
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284 204 I3 (progressive myoclonic epilep-
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o2 Wy F 2~10d <ol APgshs o F7} ol vH g1
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Lafora's disease is a hereditary neurologic disease that is transmitted as an autosomal recessive trait
and affects both sexes equally. Clinically, the disease is characterized by the triad of epilepsy, myo-
clonus and progressive dementia usually leading to death within 2-10 years after the onset of symptom.
Pathologically typical inclusion bodies are evident in the brain, liver, skeletal, cardiac muscle and skin.
Since the age of 16 years, a 20-year-old man had myoclonic epilepsy. abnormal cerebellar signs and
spontaneous myoclonus. EEG showed diffuse slowing of background activity and generalized epi-
leptiform discharges consisting of single spikes, polyspikes, sharp waves and spike-wave complexes in
varying combinations. A photoconvulsive response occurred at flash frequency of 12 Hz. BAEPs were
normal, but a giant amplitude SSEP in posterior tibial nerve was noted. Typical Lafora bodies also was
found in skin biopsy. We report a case of a 20-year-old man with Lafora's disease who showed
generalized seizure, myoclonic epilepsy, progressive dementia and Lafora's bodies from skin biopsy.(}
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Fig. 2. A) There is no evidence of focal or diffuse abnormal uptake
in Tc-99m HMPAO brain SPECT during intericral period, but B) ab-
normal hot uptake was found in occipital area during ictal period.

% 94 (magnetic resonance image, ©13t MRIZ <3h)
(Fig. )= %2 747 Te-99m HMPAO brain SPECT®E &
4 7ol o, WA U SPECTS & £53004 8
F 37 BEHAQT (Fig. 2). =37 fExse vjE
A7 AAGREAAG AN Zote] doizEr] ) st
ZEB7e F410 3 N45, P379e] AEL 34 EF Bal
o] 3uj o]l Al FAZe] FFHU (Fig. 3). HuHgol
Me AAQ B3 Ad AEe] M5t (slow wave)
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o} 7 RN EAPe EFA (generalized synchro-  B%3 (photoconvulsive)¥h-&o] #&= ATt (Fig. 4). =
nous spike or polyspike-wave complexes)7t A5 vgt & $A) HEoA AlgF =37 QA FH9 oy
Y31, 9 Hzot 12 Hz 343 (photic stimulation)o] 218} A= (eccrine duct)® A4 (sebaceous gland) T4
B 42X periodic acid-schiff (°18t PASE F3h) 4
\ N4S 42 PAS 93 B4 (inclusion body)7t B2SA
(Fig. 5.

g 2 A%y A ¥ 3 FHE (status

20V

epilepticus) JH 2 YUt AL 34 dilanting

Fp2-Cz W

Fpz-Cz

10msec Fig. 5. The PAS-posmve round or oval inclusions are present in the
Fig. 3. The SSEP obtained from both posterior tibial nerve stimu- periphery of the eccrine sweat gland ducts (Lt calf skin, PAS skin X
lation shows high amplitude of P37 and N45 waves. 100 ; X400).
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Fig. 4. EEG with photic stimulation (A-9 Hz, B-12 Hz) shows a marked photoreactive spike or polyspike wave complexes.
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