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P1-11.
Analysis of HSPB8 myopathy using zebrafish
models
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Heat shock protein B8 (HSPBS8), a member of the
small heat shock protein family, is known to have
chaperone activity and protein quality control via the
ubiquitin-proteasome pathway and chaperoneassisted
selective autophagy. Previous studies reported that
mutations in HSPBS cause hereditary motor neuropathy
and myopathy. Recently, novel candidate mutations of
HSPBS8 were identified in families with myopathy.
However, it remains to be elucidated pathogenic
mechanisms of HSPB8-related myopathy. In this study,
we established zebrafish models to confirm the patho-
genicity of these novel HSPBS mutations. We carried
out microinjection of wild-type or mutant human HSPBS
mRNA in zebrafish embryos at 1-2 cell stage. Embryos
were maintained 5 days post-fertilization, then we
analyzed phenotype of these fish. Overexpression of
mutant HSPBS resulted in morphological abnormalities
at a high rate compared to expressing wild-type HSPBS§-
injected and non-injected fish.

Moreover, these abnormal fish caused severe muscle
degeneration. Our data suggest that the novel mutations

of HSPBS can cause myopathy.
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P1-12.
The effects of anti-IL-6 receptor antibody on mus-
cle pathology in dystrophin/utrophin dKO mice
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P1-14.
Whnt/B-catenin signaling activates nephronectin
expression in osteoblasts
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Nephronectin (Npnt) is an extracellular matrix protein
that plays crucial roles as an adhesion molecule in
functions of various organs, such as the kidneys and
bones. Furthermore, a high level of Npnt expression is
observed in osteoblasts. Thus, clarification of the
regulation mechanism of Npnt expression is important
for understanding the association between bone develop-
ment and cell adhesion. Previous studies have
suggested that Wnt3a induces Wnt/B-catenin signaling,
which promotes the proliferation of pre-osteoblasts, and
also plays an important role in the control of bone mass.
Wnt proteins are secreted glycoproteins that play a
variety of crucial roles in early development and
morphogenesis, as well as cell growth and differentiation,
and are known to be essential for tissue regeneration. In
the present study, we first examined the regulation of
Npnt expression by Wnt family proteins using MC3T3-
El cells. We found that Wnt3a, an activator of the
canonical Wnt signaling pathway, upregulates the

expression of Npnt in both a time- and dose-dependent

(8)



