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ABSTRACT

2004 Annual Report by the Research Committee on Moyamoya Disease
(Spontaneous Ocelusion of the Cirecle of Willis)
- Summary of the Report by the Chairman -

Takashi Yoshimoto
Tohoku University

The objectives of our research committee on moyamoya disease in 2004 were as follows:

Epidemiology:

DIn order to clarify the quality and usefulness of our new database using a software, FileMaker
Pro Ver.5.0, introduced in 2003, Fukuuchi et al. reviewed the results recorded in this database
in 2004.

2) In order to estimate an annual number of patients treated for moyamoya disease in Japan, and
to describe the clinical features of moyamoya disease, Tsuji et al. conducted a nationwide epide-
miclogical survey in 2004.

Diagnosis:

DIn order to establish a non-invasive stratification of cerebral hemodynamics in child moyamoya
disease using CBF SPECT with 3 — dimensional stereotactic surface projections (3D-SSP),
Nakagawara et al. constructed a normal CBF database from children volunteer.

2)To investigate pathophysiology of moyamoya disease, Fujii et al. analyzed brain SPECT images
of the patients with moyamoya disease by using interface software for a 3-dimensional (3D}
data extraction format.

Study of hemorrhagic disease typ:

1)To establish the treatment guidlines for moyamoya disease with hemorrhagic onset, 23 Japanese
centers have been combined to evaluate the benefit of direct bypass surgery in randomized pa-
tients who have experienced hemorrahgic episodes related to moyamova disease and who have
received either best medical treatment (JAM trial). (Miyamoto et al.)

Gene Study:

1)To identify moyamoya disease genes, we have studied searching for mutations in genes of fami-
lies with familial moyamoya disease. Furthermore, to clarify the demographic history of
moyamoya disease and thus to provide insights into the prevalence of this complex diseases,
Ikeda et al. analyzed the non-coding D-loop region of mtDNA from patients with moyamoya
disease.

Other studies:

DTo clarify the rates complication and morbidity rate of surgical treatment for moyamoya dis-
ease, Houkin et al. conducted retrospective analysis of their 132 surgical cases of moyamova dis-
ease,

2)To clarify the incidence and characteristics of progression in adult moyamoyva disease, Kuroda
et al. retrospectively analyzed 99 cerebral hemispheres that did not undergo bypass surgery,
using sertal MRI and MRA.

Significant progress and new observations were obtained in each project including epidemiology,
diagnosis, study of hemorrhagic type moyamoya disease, gene study, and others in 2004, as de-
scribed in each report.
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ABSTRACT

Epidemiological and clinical analyses of moyamoya disease in 2004
Yasuo Fukuuchi!, Shigeru Nogawa?, Masaki Takao?, Tomohisa Dembo?, Norihiro Suzuki?

Ashikaga Red Cross Hospital'

Department of Neurology, Keio University®

Introduction: Recently, we have produced and improved a new database for moyamoya disease
for three years. Because this database is computer-based system, it is relatively easy to put the
patients' records in it. We analyzed the epidemiological and clinical findings of individuals with
moyamoya disease based on the information of the database recorded in 2003. Purpose: In order
to clarify the quality and usefulness of this database, we re-summarized the results that were re-
corded in this database in 2004, Results: The total number of the patients who were recorded in
the database was 477 cases; male 171 (mean age 34+19), female 305 (mean age 38+19). The gender
of one individual was not recorded in the database. The most frequent clinical type of moyamoya
disease was ischemic cerebrovascular disease such as "TIA", "frequent TIA" and “"cerebral infarc-
tion". Because the novel clinical type, "headache type", has been recently established, this type was
introduced in this database. The frequency of "headache type” was 4.7% for female and 5.8% for
male in 2003. Similarly, the frequencies were 5.8% for male and 4.2% for female in 2004. Therefore,
the headache type is composed of approximately 5% of all individuals of moyamoya disease. In ad-
dition, we analyzed the selection of surgical treatment, direct or indirect bypass treatment, in each
clinical subtype of moyamoya disease. Although the total number of recorded individuals who re-
ceived surgical treatment was limited, there was no significant difference between them.
Regarding the medical treatments, antiplatelets and/or anticonvulsants were prescribed in many
individuals. It may be important to organize the prospective analysis of medical treatment for
moyamoya disease. Modified Rankin scale (mRS) was employed in the database to evaluate the
ADL. At the time of final seeing the patients, the score of mRS was a little worse in the individu-
als with cerebral infarction. Conclusion: The database is very valuable and useful for analvzes of
the clinical information of individuals with moyamoyva disease. Although this database should be
improved in several aspects, we believe that we could elucidate the epidemiological and clinical pro-
file of moyamoya disease in the future.
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ABSTRACT
Nationwide epidemiological survey of moyamoya disease in Japan in 2003

Ichiro Tsuji', Shinichi Kuriyama', Yasuko Kusaka?
Miki Fujimura®, Akiko Tamakoshi®, Yutaka Inaba‘

1. Department of Public Health, Tohoku University Graduate School of Medicine

2. Department of Nurosurgery, Tohoku University Graduate School of Medicine

3. Department of Preventive Medicine/Biostatistics and Medical Decision Making,
Nagoya University Graduate School of Medicine

4, Department of Epidemiology and Environmental Health, Juntendo University
School of Medicine

In order to estimate an annual number of patients treated for moyamoya disease in Japan, and
to describe the clinical features, a nationwide epidemiclogical survey was conducted in 2004. The
study consisted of two questionnaires, which were distributed to department of neurosurgery, neu-
rology, internal medicine, and pediatrics in hospitals in Japan. The first questionnaire inquired
the number of the patients treated in 2003, and the second one detailed clinical-epidemiological in-
formation of each patients reported. Following major epidemiological findings emerged from the
study: (a) The total number of patients treated in Japan, 2003, was estimated as 7,500 (95% confi-
dence interval 6,100-8,900); (b) Sex ratio (female to male) of the patients was 1.8; (¢) The peak of
age distribution of the patients was observed in 10-29 vears old, and a smaller peak in their fif-
ties; (d) Family history of moyamoya disease was found in 12.1% of the patients; (e} About 4,300
patients with moyvamoya disease were treated as out-patients. The present findings suggest that
patients treated for moyamoya disease in Japan has been almost doubled during the recent decade

since a survey conducted in 1995 estimated the number of the patients as 3,900.

Key Words; moyamoya disease, nationwide epidemiological survey, prevalence, clinical and epide-

miclogical features



