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Asymptomatic Moyamoya Disease Subsequently
Manifesting as Transient Ischemic Attack,
Intracerebral Hemorrhage, and Subarachnoid
Hemorrhage in a Short Period

—Case Report—
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Abstract

A 59-year-old man, who had incidentally been found to have asymptomatic moyamoya disease 4
months previously, suffered transient ischemic attack (TIA) in the left extremities. Three weeks later,
he again suffered TIA, and neuroimaging examination revealed fresh subarachnoid hemorrhage in the
interhemispheric cistern as well as an asymptomatic thalamic hemorrhage in the contralateral
hemisphere, which was not evident at the first onset of TIA. Digital subtraction angiography confirmed
the diagnosis of moyamoya disease, and single-photon emission computed tomography demonstrated
significant hemodynamic compromise in the right hemisphere. He underwent superficial temporal ar-
tery-middle cerebral artery anastomosis with indirect pial synangiosis without complication one month
later. The TIA completely disappeared after surgery, and no further cerebrovascular event occurred
during the follow-up period of 2 years. Asymptomatic moyamoya disease may manifest with a dynamic
course, 50 careful follow up is necessary. Simultaneous manifestation of ischemic attack, subarachnoid
hemorrhage, and intracerebral hemorrhage in a short period in the present case may indicate the under-

lying mechanism of the cerebrovascular events in this rare entity.

Key words: asymptomatic moyamoya disease,
revascularization surgery

Introduction

Moyamoya disease is a chronic occlusive cerebrovascular
disease with unknown etiology characterized by bilateral
steno-occlusive changes at the terminal portion of the in-
ternal carotid artery and an abnormal vascular network at
the base of the brain.’® Moyamoya disease is known to
cause transient ischemic attacks (TIAs), cerebral infarc-
tion, and intracranial hemorrhage including intracerebral
hemorrhage (ICH), intraventricular hemorrhage, and
subarachnoid hemorrhage (SAH).® Recent advances in
non-invasive diagnostic modalities such as magnetic
resonance (MR) imaging and MR angiography have led to
the realization that the incidence of asymptomatic
moyamoya disease could be higher than previously
thought. However, the clinical features and the natural
course of asymptomatic moyamoya disease have not been
well determined.6911) The recent muliicenter, nationwide
survey of asymptomatic moyamoya disease in Japan rev-
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natural history,
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subarachnoid hemorrhage,

ealed that the annual risk for any stroke was 3.2% in asym-
ptomatic patients with moyamoya disease.®

Here we report an adult case of asymptomatic
moyamoya disease which subsequently manifested as
TIAs, SAH, and contralateral ICH in a short period. Surgi-
cal revascularization relieved the symptoms, and no fur-
ther cerebrovascular event occurred after surgery.

Case Report

A 59-year-old man was introduced to our clinic after in-
cidental finding of asymptomatic moyamoya disease. He
had a past history of hypertension and angina pectoris
which were controlled by medication, but no anti-platelet
agent had been administered. Neurological examination
found no abnormal finding, and initial MR angiography
demonstrated steno-occlusive changes at the terminal por-
tions of the bilateral internal carotid arteries (Fig. 1A).
Fluid-attenuated inversion recovery MR imaging found
‘ivy sign’ predominantly in the right hemisphere, but no
cerebral infarction except for minimal ischemic changes






