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Fig. 1

In Wt mice SOD1 immunoreactivity did not shaw a
change and was essentially the same at ages 8, 20 and
32W (Fig. 1, A, B, C). Compared to Wt mice,
pre-symptomatic Tg mice showed an intense S0DI
signal in the white matter (WM) of anterior and lateral
column at 8 W, which is absent in Wt animals at 8W
(Fig. 1D, asterisk). Unlike Wi, a weak SOD1 signal
was detected in the nuclei of large motor neurons at 8
W of Tg mice (Fig. 1D, inset).At 20 W of age in Tg
animals, the intense WM signal was preserved (Fig 1E,
asterisk) and additionally, the neuropil of anierior horn
showed slight and a few dot-like SODI
immunoreactivies (Fig. 1E, arrowheads). .

At 32W in Tg animals, the number and intensity of the
immunoreactivities in the neuropil of anterior horn
increased greatly (Fig 1F, arrowheads).

Fig. 2

Immunofluorescent analysis for Grp75 revealed tiny,
dot-like signals in the cell bodies and processes of

large motor neurons, representing mitochondria (Fig. 2).
Similar pattern was found in both Wt and Tg animals
with slight increase in signal intensity with age (Fig. 2).
The number of Grp75 positive dots was not reduced in
the surviving large motor neurons even at 32Wof Tg
mice (Fig. 2F}
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Fig. 3

As for double staining, W1 mice showed the same
patiern between 8, 20 and 32 W weeks (Fig. 3A-0),
and the ted SOD1 and the green Grp73 signals

partially colocalized giving yellow signals (Fig. 3A-C ).

The number of yellow signals was 10-12 in cach large
motor neuron of Wt mice. Colocalization signal in the
cytoplasm was similar at 8 and 20 W of Tg mice to that
of Wt mice(Fig. 3 D,B), but was absent in symptomatic
Te mice at 32 W (Fig. 3F).

.| F
Fig. 4

At 8W, we obtained positive labeling for PMP70 in the
alfa motor neurons and interneurons in the anterior horn
of Wt and Tg animals {Fig. 4). In Tg animals, metor
neurons showed a reduction in the PMP70
immunoreactivity beginning from 20W of age (Fig. 4E).
While the perinuclear region remained positively
stained, the rest of the cylosolic signal was decreased
compared to age-matched Wi animals and 8W Tg
animals (Fig 4E, inset). Unlike Wi, PMP 70
immunoreacitvity increased in glial cells of Tg animals
as star-shaped cells in the neuropi! of anterior horn at
32W (Fig. 4F, inset)
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