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Fig. 1 Biopsied specimen of
the left deltoid muscle.

a Hematoxylin and eosin
staining section revealed a small
artery with thickened wall and
muscle fibers with sarcoplasmic
accumulations (inset). b Congo
red staining section of the
formalin-fixed tissue showed
marked amyloid deposition in a
perimysial vessel. ¢, d Congo
red staining of the fresh frozen
section was examined with
rhodamine red. d Rhodamine
red image overlaid on the
transparent image, showing
amyloid deposition in the
muscle parenchyma
(arrowheads) and the
perimysial vessels (arrow). The
figures a, ¢, and d are serial
sections of the same part of the
frozen sample. Scale bar 50 pm
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chemotherapy; however, approximately 60% of these
patients were non-responders [3]. Bortezomib can decrease
the production of amyloid in 35% of patients with refrac-
tory multiple myeloma and AL-amyloidosis [6, 7], thus
being a feasible treatment for amyloid myopathy. It is
hypothesized that circulating amyloid and amyloid oligo-
mers are in dynamic equilibrium between deposition and
clearance [8]. By inhibiting production of amyloid, bort-
ezomib can alleviate muscle injury from still undeposited

@ Springer
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amyloid or amyloid oligomers. We surmised that the
decrease of CK following the administration of bortezomib
in this patient reflected alleviation of muscle injury by
reducing circulating amyloid. The incomplete recovery
may suggest that relatively short courses of bortezomib
were not sufficient or that bortezomib should have been
administered earlier. We believe bortezomib remains a
potential treatment for amyloid myopathy: however, a
multicenter trial is mandatory.
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Fig. 1 EMG findings in the right extensor digitorum communis muscle (A) and tongue muscle (B).
A (a) and B (a) showed typical motor unit potentials during a voluntary contraction in each muscle.
In A (a), MUPs with relatively high amplitude were noted. In B (a), two distinct small MUPs were
seen. A (b) and B (b) revealed abundant spontaneous discharges at rest. In A (c) and B (c), interfer-
ence pattern was well preserved.
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Fig. 2 Muscle magnetic resonance imaging (MRI) of the forearms, the thighs, and the tongue
(Ts>weighted images of the forearms (A) and the thighs (B). Short T inversion recovery images
(STIR) of the forearms (C) and the thighs (D). Ti-weighted image of the tongue (E) ).

In Fig. 2 (B), bilateral quadriceps muscles demonstrated marked atrophy. High intensity was noted
in the flexor digitorum profundus muscles (Fig. 2 (C) ), vastus medialis and vastus lateralis muscles
(Fig. 2 (D) ). In Fig. 2 (E), The tongue appeared to be atrophic, aparting from the soft palate above.
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Fig. 3 Muscle biopsy from the right vastus lateralis muscle, (A: hematoxylin and eosin staining,
x100. Bar=100um, B: Gomori trichrome staining, X 200. Bar=50um, C: electron micrograph.
Bar=500nm). There was a marked variation in fiber size (Fig. 3A). Perimysial infiltration of mono-
nuclear cells was designated with an arrowhead (Fig. 3A). A fiber with rimmed vacuoles was
shown (Fig. 3B). An electron micrograph showed tubulofilamentous inclusion-like structures with
15 to 20 nm in diameter in the cytoplasm. Myeloid bodies were also noted in a vacuole (Fig. 3C).

Table 1 The summary of the percentages of dysphagia and dysarthria
among inclusion body myositis patients.

N;;rtlit;rts()f Dysphagia (%) Dysarthria (%)
Needham ct. al. (2007) 57 58 —
Badrising et. al. (2005) 64 9-66 -
Hauser et. al. (1998) 19 80 =
Lotz et. al. (1989) 40 40 =
Sunohara ct. al. (1989) 40 125 -
Dabby et. al. (2001) 9 45 =
Felice ct. al. (2001) 35 4 -
Byenberg et. al. (1993) 36 14 =
Sayers et. al. (1992) 32 38 =
Lindberg et. al. (1994) 18 73 —
Ringel et. al. (1987) 19 315 -
Wintzen et. al. (1989) 6 66.6 =
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Abstract

A rare complication of dysarthria in a patient with inclusion body myositis: A case report

Reina Isayama, M.D., Kensuke Shiga, M.D., Eijirou Tanaka, M.D.,
Masahiro Itsukage, M.D,, Takahiko Tokuda, M.D. and Masanori Nakagawa, M.D.
Department of Neurology, Kyoto Prefectural University of Medicine

We reported a 71-year-old man with inclusion body myositis with clinically overt dysarthria. He had been suf-
fering from gradual progression of weakness in the hand muscles and lower extremities as well as dysarthria
three years before admission. His neurological examination revealed muscle atrophy and weakness in the tongue,
the forearm flexors, and the vastus medialis muscles. He had dysarthria to a moderate degree, while he denied
any dysphasia. A biopsy from vastus lateralis muscle showed variation in fiber size, infiltration of mononucleated
cells, and numerous fibers with rimmed vacuoles, leading to the diagnosis of definite inclusion body myositis. The
EMG findings of the tongue demonstrated low amplitude motor unit potentials during voluntary contraction,
abundant fibrillation potentials at rest, and preserved interference pattern at maximal contraction, implying myo-
genic changes. We surmised the dysarthria seen in this patient, an atypical clinical feature in IBM, presumably
caused by muscle involvement in the tongue muscle. Dysphasia is common symptom in IBM patient and has been
much reported previously. But dysarthria in IBM patient has not been aware, for this reason this report should be
the rare case.

(Clin Neurol 2010;50:695-699)
Key words: inclusion body myositis, dysarthria, dysphagia, tongue
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