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Abstract : Moyamoya syndrome is a disease of children and young adults caused by
fibromuscular dysplasia of the internal carotid artery. We report an autopsy case of a 6-
year-old boy with moyamoya disease who presented with hypertension associated with
unilateral renal artery stenosis.

Intimal thickening with wavy internal elastic lamina of carotid, coronary and renal
arteries were observed. This is a rare case of moyamoya disease which proves histopath-
ologically that hypertension in this case was induced by renal artery stenosis.
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Fig. 1. Angiography of the internal carotid artery (A : frontal view of right internal carotid artery, B : lateral
view of right internal carotid artery, C: frontal view of left internal carotid artery, D : lateral view
of left internal carotid artery), showing complete occlusion after branching of the ophthalmic artery

and numerous moyamoya vessels.
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Table 1. Laboratory data on admission
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glucose o . R N . )
occult blood  (+) LDH 32 Uy DEBICWRRCHEEREE X DR BMRELSD T
ALP 681 w1 (Fig. 3). HREEEK b AEOMERITAB 0, Btk -
Herrggology o &G;IP 8 H;/ 1 i cEbR T, S 3R o RsED
R 437 x10°/1 . T-CHO 120 mg/dl A . R
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Fig. 2. Angiography of the vertebral artery (A : frontal view of right vertebral artery, B: lateral view of
right vertebral artery, C: frontal view of left vertebral artery, D: lateral view of left vertebral
artery), showing complete occlusion of the bilateral posterior cerebral arteries at quadrigeminal

segment.
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_ Fig. 3. Left, Gross appearance of the brain. Right, cut surface of the brain. Left frontal and

temporal lobe is atrophic with hemorrhage.

Fig. 4. Cross section of the basilar artery, showing
marked fibrous thickening of the intima and
wavy internal elastic lamina. (Elastica van
Gieson stain. X 40)
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Fig. 5. Cross section of the coronary artery, showing
same change as the basilar artery. (Elastica
van Gieson stain. X40)
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Fig. 6. Cross section of the renal artery, showing
same changes as the basilar artery. These
chages are observed in the bilateral renal
arteries. (Elastica van Gieson stain. X40)
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Fig. 7. Cross section of the kidney, showing necrosis
and disappearance of nuclei of proximal
tubules. (H.E.stain X100)
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