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Inter-rater Reliability Whﬂe‘Using the Toronto Western Spasmodic
Torticollis Rating Scale (TWSTRS) in Patients with Cervical Dystonia

Ryuji Kaji?, Mikio Osawa?, Nobuo Yanagisawa®

Abstract
We examined the inter-rater reliability for the evaluation of patients with cer \rical dystonia by using the
Toronto Western Spasmodic Torticollis Rating Scale (IWSTRS) (@ranslated into Japanese). The
TWSTRS is a rating scale that assesses patlents with cervical dystonia by grading their symptoms ona
subscale of severity, disability, and pain, This study used to TWSTRS- seventy scores to examine the
mter rater rehab}hty among 27 evaluators (ncurmocrmts) by using v1deotapcd unagcs of 2 patients.
Along with the total-severity score on the TWSTRS, the intra-class correlation (ICC) and the lower limit
.of the 95% confidence interval were calculated as indices of mter-rater reliability. A high ICC of 0.745 was
obtained. Th(, ICC obtained from another study conducted outside Japan was 0. 763, which is almest
equivalent to the result of our study. Thus, the TWSTRS has a favorable inter-rater reliability which
suggests that this scale was sufficiently reliable to be used as an accurate and easily avaﬂable rating tool
during the treatment of cervical dystema
‘ (Received: December 19, 2006, Accepted: Septembei‘ 29,'2008}
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TWSTRS, cervical dystonia, ICC, inter-rater reliability
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Tabled Scores and summary statistics of TWSTRS-severity Scale (patient 2)
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Pallidal deep brain stzmulaﬁon as a treatment of cranio- cervxcal dystoma (Meige syndrome)

a case report

Tadashlge Kano! / Takayuki Ohital / Masalnto Kobayashi? / Kenji Hiraga® / Takenori Akq(anm~

Abstract:

; Maaya Oriil / Takekazu Akiyamal / Shinya Iclnmum1 / Takeshi Kawase!
Objective; Bilateral deep brain stimulation (DBS) for globus pallidus internus (Gpi) has been an established treat-

_ment for primary generalized dystonia. There have been however, only a few report ed cases with Meige syndrome
treated by Gpi-DBS. This report deseribes a case with Meige syndrome treated successfully by bilateral Gpi-DBS,
Case report A 52-year-old man with a two-year history of blepharospasm began to suffer from ce rvical dystonia. The

blepharospasm was controlled with medication and botulinus toxin injection,

but cervical symptom persisted and

progressed interfering with his job. He underwent bilateral Gpi-DBS but his symptom:did not improve with high
frequent DBS. With low frequent stimulation (45 Hz), his symptoms improved markedly with 87% reduction of
. Burke-Fahn-Marsden Dystonia Rating Scale and 73% of Tront ‘Western Spasmodxc Torticollis Rating Scale six

months after surgery.

Conclzmon, Bilateral Gp1~DBS with low frcquency was effective for our case with Meige syndrome

Keywords: Meige syndrome, dystonia; Gp;—DBS
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IN55 - Movement disorder: dystonia
IN55-TH-01 , (
Molecular dissection of dystonia

R. Kaji, W. Sako, K. Sato S. Goto. Department of Newology,
Tokushima University, Tokushima, ]apan

Dystonia is defined as a syndrome of sustained muscle contractions -

causing twisting, repetitive and patterned movements or abnormal
postures. The exact pathogenesis is still unknown, but recent
studies point to abnormal sensorimotor neuroplasticity and the
.involvement of basal ganglia. DYT3 is a hereditary dystonia
endemic in Asia, and provides a unique opportunity to clarify
the pathological findings explaining dystonia;the striosome
compartment, a part of striatum that controls the release of
dopamine, is selectively lost. Thus uncontrolled release of dopamine
could I€ad to imbalance between direct versus indirect pathways
in the basal ganglia, triggering contractions of muscles unnecessary
for movements or postures. Immunohistochemical abnormalities of

strosome was also found in dopa-responsive dystonia. The causative

gene of DYT3 was identified as one of the transcription factors, TAF1.
Its neuronal isoform, NTAF1 was shown selectively downregulated
in the patients' brain, resulting in abnormal neuroplasticity in
_ dystonia. Recently identified genes for hereditary dystonia also
include transcrition factors such as THAP1 for DYT3. We have
rewly found an accumulation of phosphorylated TDP-43, another

utative transcription factor, in the striatal medium spiny neurons
in DYT3, accounting for the degeneration of these neurons. In
dystonia, abnromal neuroplasticity in the basal ganglia is Iikely

associated with gene transcription dysregulation specxﬁc in neurons
and uncontrolled reIase of dopamme

IN55-TH-02 .
Multiple sysiem atrophy

C. Colosimo. Department of Neurological Sczences, Sapienza
University, Rome, Italy

Multiple system atrophy (MSA) is an uncommon neurodegenerative

disease characterized by alpha-synuclein posmve glial cytoplasmic
inclusions and selective neurodegeneration in multiple brain areas
_including substantia nigra, striatum, cerebellum, pontine nuclei and
spinal cord. Clinical features include dysautonomia, parkinsonism,
cerebellar ataxia and pyramidal signs in any combination. Two main
clinical variants of MSA can be distinguished, dominated by either
_parkinsonism (MSA-P). often poorly responsive to dopaminergic
drugs, or cerebellar ataxia (MSA-C). However, onset with orthostatic
hypotension, urogenital symptoms and laryngeal stridor has also
been described. Prevalence rates rarige from 19 to 4.4/100000 and

the mean age at disease onset is around 55 years. The disease is

sporadic and there is no clear association with any epidemiological
. factor. Currently, the most plausible causation is a combination
of genetic predisposition and exposure to environmental toxins.
Data on the natural history of MSA are now available from various

clinical series in Europe, Japan, and North-America. This has allowed

to compare disease presentation and patterns of diagnostic work
up across different countries as well as to plan new therapeutic
trials for symptomatic and dlsease—modlfymg treatments for this
devastatmg condltlon

; IN55-TH-03 .
Psychogenic movement disorders

M. Hallett. Human Motor Control Sectzon NINDS, NIH Bethesda,
United States

Psychogenic movement disor ders are very frequent in all maovement
disorder clinics, but we know little about them, the diagnosis

_ is often difficult to make, the treatment is poor, and there is -
not even a fully satisfactory way to discuss the problem with

the patients. While the term psychogenic movement disorder is

_ favored by most clinicians, the term functional movement disorder

' INSG?— Dementia: non Alzheimer’s dementia 2

. IN56-TH-01

is now recommended by some and may be better accepted
by the patients. There are several major underlying psychiatric
diagnoses, conversion disorder, somatization, factitious disoider

- and malingering. Separation of the first two from the last two
_ depends on whether the disorder is involuntary or voluntary,

and this may be very difficult to decide. Most cases are likely to
be involuntary, however. Psychiatric evaluation additionally often
reveals an underlying depression, anxiety or personality disorder.
There can also be a concomitant organic movement disorder, and
this can make the diagnosis difficult. There are a number of
clinical neurophysiology methods that can be useful to recognize
psychogenic myoclonus and psychogenic tremor, Other psychogenic
movements such as dystonia have less objective measures available.
Intensive psychotherapy and physical therapy can be helpful with
these patients, but at present cooperation with psychiatrists is
limited since they often do not recognize the disorder. Prognasis is
currently poor, and the entity needs much more attention.

Measuring and monitoring the degeneratlve dementlas

M. Rossor. Dernentia Research Centre, National Hospital for Neurology
and Neurosurgery, London, United Kingdom : ‘

A key component to diagnosis in the degeneratiile dementias is the

__ability to measure change. This is also essential for monitoring

the effect of potential therapeutic interventions in the future.

- Most Iongltudmal studies of degenerative dementia focus on

Alzheimer's disease (AD) and there are now abundant data on

_ the change in cognitive profile, functional and structural imaging
_ and CSF biomarkers in both amnestic mild cognitive impairment

and familial AD cohorts. There are less data on the non-AD
dementias. The measurement of change in cognitive measures can
be particularly difficult in frontotemporal lobar degeneration (FTLD)
where measures sensitive to frontal lobe function can be very
variable between testing, Structural imaging with MRI can provide
reliable measures of change with characteristic imaging signatures
for the different clinical phenotypes and genotypes. Longitudinal
studies of presymptomatic and affected members of genetically.
defined familial FILD pedigrees can provide important information
on genotype/phenotype correlations and dxsease development at
the earliest stages.

IN56-TH-02 A
The overlap syndromes

B.E. Boeve. Department of Neurology, Mayo Clinic, Rochestet,
Minnesota, United States ‘

‘Chmcopathologlc studies have highlighted the complex concepts

and confusing terminology relating to the focalfasymmetric cortical
degeneration syndromes. Pick's disease, frontotemporal lobar
degeneration associated with ubiquitin/TDP-43-positive pathalogy .
(FI‘LD-U/TDP—43) corticobasal degeneration (CBD), progressive
supranuclear palsy (PSP), and Alzheimer's disease (AD) have been
considered distinct clinicopathologic entities with few issues in
common other than neurodegeneration being central to all. Many
of these disorders can present as one of the focal/asymmetric
cortical degeneration syndromes, which includes behavioral
variant frontotemporal dementia (bvFTD), frontotemporal dementia

_ with parkinsonism (FTDP), progressive nonfluent aphasia (PNFA),
- semantic dementia (SD), visual agnosia/prosopagnosia  (VA),

corticobasal syndrome (CBS), progressive sapranuclear palsy
syndrome (PSPS), posterior cortical atrophy (PCA), and dementia .

of the Alzheimer type (DAT). Those who present with one

focal/asymmetrlc syndrome often evolve to EXthlt features of one
or more of the other syndromes The aim of this presentation






