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Table 1. Comparison of clinical findings among FALS cases with mutation in codon 126 of the SODIgene

palient 1  patient 2 patient 3 patient 4 Kadekawa Takahashi Kato

Gene analysis Leul126Ser Leu126Ser Leul26Ser nee. 2bp deletion 2bp deletion 2bp deletion
Sex male male male female female Female Male
Age at onset, 52 28 74 54 42 16 b4
Disease duration 6 8 2 11 2 1.5 11*
Neurol. findings

UMN : o - : . - n.d.

LMN + + + + : + + +

bulbar sign + + + + + - -

Disease duration: years; Neurol. findings: Neurological findings; n.d.: not  described: n.c.: not examined;
one year after onsel, respirator was pul.

Table 2. Comparison of clinical and neuropahological findings among FALS cases with mutation
in SODIgene

No.of  Ageal Disease Neuropathogy
duration
Gene analysis patients  onsct {(years} UMN LMN PCl LBHIs Ast-Hl Relerence
Alad4Thr 1 40 <1 . + + + - Takahashi et af
AladVal 5 mean 45.4 <1 - + + + Cudkowits et al.
AladVal 3 39,46,66 <1 - + + + - Shibata et al.
His46Arg 1 30 40 + + + + Saida et al
His48GIn 1 54 <1 + + + Shaw et al.
Glul100Gly 1 36 3 + + + Ince et al
lle113Thr 1 62 3 + n.d - - Rouleau et al.
Ile113Thr 1 68 1 + + nd  nd nd Kokubo et al
[le113Thr 1 49 20 + + - Orrell ef al.
Valll8Leu 1 38 8 + + nd nd n.d. Shimizu et al
2bp deletion(126) 1 42 2 + + Kadckawa et af
2bp deletion(126) 1 46 1.5 - + + + - Takahashi et af
2bp deletion(126) 1 54 11 + + + + +  Kato et al
Leul26Ser 1 52 6 + + + + +  patient in this study

n.d.: not described; PCI: posterior column involvement

UMN: degeneration in motor cortex, pyramids, and/or corticospinal tract
LMN: degeneration in the anterior horn cells
LBHIs: Lewy body-like hyaline inclusions; Ast-11Ts: astrocytic hyaline inclusions
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