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After washing with Tx-PBS for 30 min, sections were incubated for 2 h at room temperature in a
cocktail of fluorescein isothiocyanate (FITC)-conjugated goat anti-mouse IgG (1:100, Millipore,
Temecula, CA) and tetramethylrhodamine isothiocyanate (TRITC)-conjugated goat anti-rabbit IgG
(1:100, Millipore).
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Occurrence of basophilic inclusions and FUS—immunoreactive neuronal and glial inclusions in a case of

familial amyotrophic lateral sclerosis. J Neurol Sci. 2010;293:6-11.
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Occurrence of basophilic inclusions and FUS—immunoreactive neuronal and glial inclusions in a case of

familial amyotrophic lateral sclerosis.

Abstract

Basophilic inclusions (Bls) are the pathological feature in a subset of frontotemporal lobar
degeneration (FTLD), sporadic amyotrophic lateral sclerosis (SALS) and familial ALS (FALS) cases.
Mutations in the fused in sarcoma (FUS) gene have been recently identified as the cause of FALS type
6. FUS—immunoreactive (ir) inclusions are consistently found in cases of FTLD with Bls, but the

association between ALS cases with Bls and FUS accumulation is still not well understood. In this
study, we immunohistochemically analyzed the autopsied case of FALS with Bls using anti-FUS
antibodies. T ETH intro The case was a 42-year—old woman who developed proximal weakness
of the bilateral upper limbs, followed by weakness of other parts including the bulbar regions, and died
at age 45. Since this case is a member of a family with FALS harboring the R521C mutation of the FUS
gene, she may have carried the same FUS mutation. Histopathologically, neuronal loss was evident in
the motor system and other areas including the cuneate nucleus of the medulla oblongata. Bls
appeared in the brain stem, cerebellum and anterior horn of the lumbar cord. FUS—ir neuronal
cytoplasmic inclusions, glial cytoplasmic inclusions and dystrophic neurites were more abundantly and
widely occurring than Bls, especially in the cuneate nucleus and globus pallidus. CCE TH case
report These findings support the idea that both Bls and FUS—ir structures are pathological
hallmarks of a subset of ALS cases. ZE
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Intractable hiccup caused by medulla oblongata lesions: a study of an autopsy patient with possible
neuromyelitis optica.  (J Neurol Sci ;285:241-5, 2009)
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Recently, Misu et al.reported that intractable hiccup was found in eight of 47 cases of relapsing NMO
but in none of 130 cases of multiple sclerosis (MS) [4].
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(8) Discussion
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Unfortunately, the sequence analysis of FUS gene in this case could not be performed because
only formalin—fixed and paraffinr—embedded tissues were available. However,,,,,

The limitation of this study is that the spinal cord tissue was not available from six of ten
FTLD-MND-P cases. In our institution, however, there were no FTLD-MND-A cases showing
spinal cord anterior horn degeneration without hypoglossal nucleus involvement, and this finding in
FTLD-MND-A has also been described by other investigators [27]. The spinal cord anterior horn
should be fully examined in a larger number of FTLD-TDP cases in the future study.

It may be difficult to exclude autoimmune paraneoplastic or non—paraneoplastic encephalitis in our
case because the antibodies detected in these encephalitis were not measured. However,,,,,
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