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Abstract

Twins with Machado- Joseph disease
who developed "mirror image" muscle

atrophy

Asako Takei, M.D., Ph.D., Shinsuke Hamada,
M.D., Hiroyuki Sohma, M.D.,
Sanae Honma, M.D., Keiko Hamada M.D.,
Fumio Moriwaka, M.D.,Ph.D.,
and Kunio Tshiro, M.D.,Ph.D.

Hokuyukai Nurological Hospital

We report here the pair of 42-year-old
identical twins with Machado- Joseph
disease, who developed "mirror image"
muscle atrophy. The both of twins noted
unsteady gait at 20 years of age and ataxic
gait deteriorated slowly. At the age of 41, the
elder brother revealed decreased grasping
power and muscle atrophy of shoulder and
arm in the right side, and the younger
brother showed the same symptoms in the
left side.

Nerve conduction study and magnetic
resonance image (MRI) of brain and spinal
cord did not show laterality, but

electromyography (EMG) showed lower

voltage of MUP in the affected side. Then we
thought the pathogenesis of muscle atrophy
of the twins might be myogenic atrophy
caused by ataxin-3.

The mechanism of "mirror image" muscle
atrophy in the twins remains uncertain, but
the ‘mirror twins theory ‘or the interaction of
androgen receptor and ataxin-3 might be
involved. This is the first report of MJD
twins with mirror image of non-neurological

symptoms.

Keu words: Machado-Joseph disease, muscle

atrophy, mirror twin, androgen receptor

Figure legends

Figure 1. SARA
Both of brothers revealed the increase of
SARA score, especially gait and stance score,

from the time of 38 years old.

Figure 2. Grasping power

Both of brothers revealed the decrease of
grasping power from the time of 40 years old,
mainly the right side in the elder brother and
the left side in the younger brother.

Figure 3. Muscle atrophy
The elder brother showed the right side
winged scapula, and the younger brother

showed the left side winged scapula.



Figure 4. EMG
The potential of MUP is lower a little than an

unaffected side at an affected side.

Figure 5. Muscle CT
The muscle atrophy of the reverse

upper arm is accepted by brothers.
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M Abstract

A Case of Progressive Nonfluent Aphasia Presented with Diverse Writing
Disorders Following Corticobasal Syndrome

Itaru Tamura™* Shinsuke Hamada*™ Yoshitsugu Nakagawa*
Fumio Moriwaka™ Kunio Tashiro*

A 78-year-old right handed-patient showing progressive nonfluent aphasia following corticobasal
syndrome (CBS) demonstrated diverse writing disorders. She developed speech and writing disorders as
initial symptoms. SPECT showed decreased blood flow in the frontal, temporal, and parietal lobes.
Hypoperfusion was more prominent in the left hemisphere. Her motor symptoms were more frequent on
the right side. Language and neuropsychological tests revealed mild nonfluent aphasia, disorders of writing,
apraxia, disability of kinetic reading, constructional deficit, and mild intellectual disability. Naming,
repetition, and attentional abilities were preserved. The patient displayed diverse dysgraphia as follows ;
apraxic, spatial, afferent and lexical agraphias, paragraphia of Kana, and omission of Kana letters. The
peripheral agraphia in this patient was apraxic agraphia due to dysfunction of the left parietal lobe, while
spatial agraphia and afferent agraphia which showed addition and omission of strokes in Kanji writing could
be caused by disability of the right hemisphere. As central agraphias, lexical agraphia in Kanji induced by
impairment of the semantic system involving the left temporal lobe, paragraphia in Kana letters due to left
frontal lobe damage, and omission of Kana letters possibly concerned with disturbance of bilateral frontal
lobes were observed. Writing and copying of words or sentences were preserved. We proposed that her
diverse agraphias with CBS could be associated with dysfunction of not only the left but also the right
hemisphere, the latter being closely related to visuospatial function as well as visual and kinetic feedback.

*Department of Communication Disorders, School of Psychological Science, Health Sciences University of Hokkaido.
2-5 Ainosato, Kita-ku, Sapporo-shi, Hokkaido 002-8072, Japan
** Hokuyukai Neurology Hospital
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1 Felician O, et al : Pointing to body parts : a double dissociation study. Neuropsycologia,41 ; 1307-1316, 2003
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[#7H] Sialylated IgG-Fc: A Novel Biomarker of CIDP

[%%#] Shinsuke Hamadal, HiuYiWong2, Yuki Fukami2, Makoto Sudo2, Norito
Kokubun3, Nobuhiro Yuki2

[F7)&] 1Hokuyukai Neurological Hospital, Department of Neurology, 2National
University of Singapore, Department of Medicine, 3Dokkyo Medical University,
Department of Neurology

[#54%]
<Objective> Sialylation in Fc portion of IgG plays a crucial role in the pathogenesis of
autoimmune diseases and the working mechanism of intravenous immunoglobulin
(IVIG). We aim to test whether IgG-Fc sialylation is a biomarker of disease activity for
chronic inflammatory demyelinating polyneuropathy (CIDP). <Methods> By using
specific lectins for sialylation, galactosylation and
agalactosylation, lectin-enzyme assay and lectin blotting with pre-treatment of IdeS
were performed to compare the glycosylation levels of serum IgG-Fec 1) between patients
of untreated CIDP (n = 107) and normal control subjects (n = 27), ii) among patients
with untreated CIDP of different clinical severities, and iii) before and after IVIG
treatment of patients with CIDP (n = 12). <Results> Sialylation and galactosylation of
IgG-Fc were significantly reduced in patients with CIDP than normal control subjects
(p =0.003 and 0.033, respectively),
whereas agalactosylation was increased in CIDP (p = 0.21). Ratios of
sialylated/agalactosylated IgG-Fc levels were significantly reduced in CIDP (p <0.001)
and inversely related to disease severity (p = 0.044). After IVIG treatment,levels of
sialylated IgG-Fc significantly increased (IE) = 0.003). <Conclusions> Sialylation of
IgG-Fc is reduced in CIDP. Its level correlated with clinical severity and increased after
IVIG treatment. Sialylated as well as ratio of sialylated/agalactosylated IgG-Fc could be
new measures to monitor the disease severity and treatment status in CIDP.
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Kimura et al. Depolarizing neuromuscural blocking action induced by
electropharmacological coupling in the combined effect of paeoniflorin and
glycyrrhizin. Jpn J Pharmacol 1985, 37: 395-
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