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1) Suzuki
“Moyamoya “ disease. Disease showing ab-

J, Takaku A: Cerebro-vascular

normal net-like vesseles in base of brain.
Arch Neurol; 202:288-299,1969.

ABSTRACT

2003 Annual Report by the Research Committee on Moyamoya Disease
(Spontaneous QOcclusion of the Cirele of Willis)
—Summary of the Report by the Chairman—

Takashi Yoshimoto

Tohoku University

The main objective purposes of our research group in 2003 were as follows:

Epidemiology:

1) To clarify the pathophysiology and the result of treatment of moyvamova disease, we surveyed

the epidemiology of moyamoya disease in 28 hospitals. (Fukuuchi et al.)

2) 1n order to elucidate the epidemiological and clinical features of moyamoya disease, we have
developed a new database (DB) using a software, FileMaker Pro Ver. 5.0.(Fukuuchi et al.)

3) In order to clarify the clinical and epidemioclogical features of the patients who receive govern-

mental subsidiary to the medical treatment for Moyamoya disease, we compared the patients

with patients who were investigated in Kumamoto, Okayama and Miyagl prefecture for details.

(Tsuji et al.)

Diagnosis:

4) In order to improve the accuracy of CBF-SPECT quantification for severity of hemodynamic

cerebral ischemia, we developed newly SPECT imaging techniques and verified 1t. {(Nakagawara,

et al.)



Study of hemorrhagic disease type

1) Treatment of hemorrhagic type: We started "Japan Adult Moyamoya trial (JAM trial) "since
January in 2001. This trial is randomized prospective study of moyamoya disease with
hemorrhagic onset to evaluate the effect of bypass surgery against recurrent bleedings. We
also started JAM (supplement) and non-randomized data base study since 2002. (Miyamoto, et
al.)

Gene Study

To identify movamoyva disease genes, we have studied searching for mutations in genes of
families with familial moyamoya disease. Furthermore, we compared clinical features between
familial and sporadic cases in order to direct the research work on the responsible genes for fa-
milial moyamoya disease. (Ikeda, Kuroda, et al)

Other studies

6) Cytokines in cerebrospinal fluid of patients with moyamoya disease: Houkin et al. It is re-
ported that the concentration of basic fibroblast growth factor (h-FGF) is high in the cerebro-
spinal fluid (CSF) with moyamova disease. In this study. they have measured other cytokines
including angiopoietin 2 and hepatic growth factor (HOF) using newly obtained CSF {rom pa-
tients with moyamoyva disease.

T) Surgical strategy of infantile moyvamoya disease: Yoshimoto et al. They analyzed the patient
data which have been accumulated in this study group and reported it in 2003 annual report. In
addition, they present the results of treatment of infantile patients in our department.

8 ) Multi-center Survey of Asymptomatic Moyamoya Disease: Kuroda et al. Recent development
of non-invasive diagnosiic technology. such as MRI and MRA, is believed to increase the inc-
dence of asymptomatic moyamoya disease. However, no criteria have been established for the
managements of such cases. This 1s the first report to survey clinical features of asymptomatic

moyamova disease based on multi-center data in Japan.

Those Continuation research and new research were able to achieve success steadily respectively.
For details, please refer to each report. There 1s also progress of medical diagnosis and treatment
apparatus, the international research beyond the frame of a research institulion is progressing

further, and the development of those studies is expected.
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ABSTRACT

The New Computer Database for Moyamoya Disease

Yasuo Fukuuchi', Shigeru Nogawa®, Masaki Takao?. Hideki Sato?, Tomohisa Dembo?,
Yasuko Kusaka®, Kivonobu Ikezaki®

Department of Neurology, Ashikaga Red Cross Hospital'
Department of Neurology, Keio University?®
Department of Neurosurgery, Tohoku University®
Department of Neurosurgery, Tohoku University*

In order to elucidate the epidemiological and clinical features of moyamova disease, we have
developed a new database {DB) using a software, FileMaker Pro Ver. 5.0. The DB consists of 5
page data sheets; initial symptoms, initial laboratory data, treatments, symptomatic follow-up,
and laboratory data follow-up. The new DB has several advantages over the older one. First of
all, the DB will facilitate data input, because it is very simple and computer-based. Secondly, the
DB uses a modifled Rankin scale which assists in the evaluation of the patient's ADL. Cognitive
function can also be assessed. The long-term follow-up of these factors will determine which type
of surgery 1s most beneficial in each subtype of the disease. Next, the DB allows us to
accumulate cases with "unilateral moyvamoya" or "quasi-moyamoya” discases associated with other
known inherited diseases. so that we may gain collateral information which will aid us in dealing
with the more "delinite moyamova.” To facilitate this, we also developed a new diagnostic
algorithm to distinguish these three entities. Lastly, the DB can compile the hematological data
including thyroid function, prothrombotic markers, and autoimmune antibodies, which have been
recently implicated in the disease. We believe that the new DB may be helpful in developing more
evidence-based therapeutic guidelines for the treatment of Moyvamoya disease and to eventually

elucidate its pathogenesis.

Key Words ; moyamoya disease, database, diagnostic algerithm, unilateral moyvamova, quasi-

moyamoya
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ABSTRACT

Study on the clinical and epidemiological features of the
patients who receive governmental subsidiary to the
medical treatment for Moyamoya disease

Ichiro Tsuji, Shinichi Kurivama
Department of Public Health, Tohoku Umversity Graduate School of Medicine

In order to clarifly the clinical and epidemiological features of the patients who recelve
governmental subsidiary to the medical treatment for Moyamoya disease, we compared the
patients with patients who were investigated in Kumamoto, Okayvama and Mivagi prefecture for
details. The proportion of patients aged 0-9 years old was higher and the proportion of patients
with TIA was lower among the patients who receive governmental subsidiary to the medical
treatment for Moyamoya disease than the patients who were investigated 1n Kumamoto.
Okavama and Mivagi prefecture for details. Logistic regression analvsis revealed that patients
aged 0-9 vears old were more likely to be affected in activities of datly living (ADL) and patients
with TIA were less likely to be affected with ADL. The present data imply that the patients who
receive governmental subsidiary to the medical treatment for Movamoya disease may be more
affected in ADL compared with patients who were investigated in Kumameoto, Okayama and

Mivagi prefecture for details.

Key Words ; moyvamoya disease, governmental subsidiary, investigation in Kumamoto, Okayama

and Miyagi prefecture for details, clinical and epidemiological featuresl4
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ABSTRACT
The epidemiological and clinical analysis of moyamova disease in 2003

Yasuo Fukuuchi*, Shigeru Negawa, Masakl Takao, Hideki Sate, Tomohisa Dembo

Department of Neurology, Ashikaga Red Cross Hospital*
Department of Neurology, Keio University, School of Medicine

Introduction: We analyzed the epidemiological and clinical findings of individuals with the
moyamoyva disease based on the information of the database recorded in 2003. Recently, we'
produced a new database for movamoya disease which is computer-based, allowing the quick
transfer of patients' records. Purpose: In Ordér to clarify the quality and usefuiness of this data-
hase, we summarized the information compiled 1n 2003. Resufts: The total number of the patients
who were entered into the database was 526 cases; male 187 (mean age 30%£19), female 339 (mean
age 32%19), The "ischemic type,” such as "TIA," "frequent TIA" and "cerebral infarction,” was more
predominant than the "hemorrhagic type” or the "convulsion type'. Because a novel clinical type.
the "headache type", has been recently established, this type was also introduced in this database.
According to the computations of this year, the incidence of the "headache type" of movamova
disease was 4.7% for female and 5.8% for male. In addition, we evaluated the distribution of these
clinical subtypes amongst the patients who underwent the direct or indirect bypass treatment.
Although the total number of the individuals to receive surgery was limited, there was no
significant difference between divect and indirect treatments., With regards fo medical treatments.
patients of the varicus clinical subtypes (21 to 71%) were treated under antiplatelets and/or
anticonvulsants. A modified Rankin scale (mRS) was employed in the database to evaluate the
patients’ ADL. It may be important to follow up the patients according to a universal scale for
clinical assessment. For example, most of "TIA type" patients showed good proghosis (mRS < 2).
Conclusion: Although the clinical information gleaned from this new database has been limited so
far, initial results show promising applications. This database may help elucidate the

epidemiological and clinical profiles of moyamoya disease in the future.



