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Fig. 1 Brain magnetic resonance imaging (MRI) using fluid-attenuated inversion recovery (FLAIR), axial image, 3 Tesla (repetition time (TR)
10,000 ms/echo time (TE) 120 ms).

A) Brain MRI on day 7 shows hyperintense signals in the bilateral frontal, parietal, and occipital lobes, involving the basal ganglia, corpus

callosum, cerebral white matter, and cortex. B) Brain MRI on day 21. Hyperintense signals are remarkably diminished but persist in the frontal

and parietal white matter. C) Brain MRI after 5 months. No abnormal signals are observed.
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Fig. 2 Abdominal computed tomography (CT).
Enhanced, coronal image. The right kidney is severely atrophic, and

contrast effect is poor (arrow). The left kidney shows compensatory

hypertrophy.
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Fig. 3 Magnetic resonance (MR) angiography of the abdomen.
The right renal artery is not observed (arrow).
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Rt. adrenal vein Lt. adrenal vein

PRA : 49.8 PRA : 55.2

PAC : 28900 PAC : 24000
Rt.

Rt. renal vein Lt. renal vein

PRA : 116.7 PRA : 51.0

PAC : 440 PAC : 507

Fig. 4 Data from sampling of the renal and adrenal vein.
Plasma renin activity of the right renal vein is more than twice of
that of the left renal vein. PRA: plasma renin activity (ng/mi/hr),
PAC: plasma aldosterone concentration (pg/mi).
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Fig. 5 Hematoxylin-Eosin staining of the interlobar artery of the

right kidney.
The arterial wall is thickened mainly because of medial hyperplasia,
and the vessel lumen is narrowed. Vacuolar degeneration is observed
in smooth muscle cells (arrow). Bar = 100 um.
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Fig. 6 Elastica van Gieson staining of the artery in the right renal
hilum.

Smooth muscle cells array randomly in markedly thickened media

(arrow). Collagen fibers is observed in media and adventitia (arrow

head). Bar = 1,000 pm.

Fig. 7 Elastica van Gieson staining of the interlobar artery of the

right kidney.
The arterial wall is irregularly thickened by medial hyperplasia. Bar
= 200 pm.
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Abstract

A case of posterior reversible leukoencephalopathy syndrome caused by fibromuscular dysplasia

Fumi Kobayashi, M.D.", Hidetaka Kato, M.D.", Miki Suzuki, M.D., Ph.D.",
Ryosuke Usui, M.D., Ph.D.”, Minako Koike, M.D., Ph.D.” and Takashi Ohashi, M.D., Ph.D."”

“Division of Neurology, Department of Internal Medicine, Tokyo Women’s University Yachiyo Medical Center
“Division of Nephrology, Department of Internal Medicine, Tokyo Women’s University Yachiyo Medical Center

A 23-year-old woman presented with disturbance of consciousness and seizure. Her blood pressure was remarkably
high, and brain magnetic resonance imaging (MRI) showed high-intensity T, signals in the bilateral basal ganglia, corpus
callosum, cerebral white matter, and cortex. With the administration of angiotensin II receptor blocker, the symptoms
and MRI findings improved, along with normalization of blood pressure, and a diagnosis of posterior reversible
leukoencephalopathy syndrome (PRES) was made. Plasma renin activity was high, and the right kidney was severely
atrophic. Results from renal and adrenal vein sampling revealed renal vascular hypertension derived from the right renal
artery stenosis. The right kidney was then removed by laparoscopic nephrectomy. Pathological examination of the kidney
confirmed the diagnosis of fibromuscular dysplasia (FMD). In juvenile-onset encephalitis/encephalopathy, PRES due to

FMD should be included in the differential diagnosis.

(Rinsho Shinkeigaku (Clin Neurol) 2016;56:622-626)
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