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Fig. 1 Brain MRI findings on admission.
(a, b) Fluid-attenuated inversion recovery (FLAIR) images on admission revealed disseminated high intensity
lesions at the white matter (TR 7,360 ms, TE 120 ms). (c, d) T,*-weighted images exhibited low signal intensity
along the cortical lesions where FLAIR images showed high intensity signal (TR 760.589 ms, TE 23.015 ms).
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DEMEEZ, RHBEOTEE L7z



56 : 848

FRARMRES 56 % 1275 (2016 : 12)

Fig. 2 Relapses and remissions observed on subsequent brain FLAIR images.

(a) Initiation of steroid therapy resulted in complete diminishment of initially detected high intensity
signal of the white matter (TR 8,002 ms, TE 123.28 ms). (b) Six months after cessation of oral steroid
therapy, recurrent lesions on the same locations on admission were observed (TR 6,000 ms, TE

120 ms). (c) Relapse of the second attack showed a new lesion formation at right subcortical white
matter (TR 6,000 ms, TE 120 ms). (d) After reduction of steroid dosage to 12.5 mg/day, a relapsed
lesion was observed at right temporal white matter (TR 6,000 ms, TE 120 ms).
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Fig. 3 Histological findings of the lesion at the right frontal lobe.

(a) Hematoxylin and eosin staining of the biopsied sample. Cortex is located at the upper part, and white matter is shown in the lower part

of the image (Bar = 200 um). Square-shaped line represents the area magnified in (d, €). (b, ¢) Edematous changes of the white matter (b)

and perivascular lymphocytic cuff (c) observed on hematoxylin and eosin staining (Bar = 200 um). (d, e€) Loss of myelin at the white matter

on Kliiver-Barrera staining (d) and relative preservation of axons observed on immunohistochemical staining with anti-SMI 31 antibody (e)
(d, e Bar = 200 um). (f, g, h, i) Immunohistochemical staining of infiltrating lymphocytes with anti-CD20 (f), -CD79a (g), -CD3 (h), -CD68 (i)

antibodies (e, f, g, h Bar = 100 um).
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Fig. 4 Clinical course.

ZNS: zonisamide, CBZ: carbamazepine, LTG: lamotrigine, mPSL: methylprednisolone, PSL: prednisolone, AZP: azathioprine. After treatment

with intravenous methylprednisolone (1,000 mg/day for 3 days), amelioration of clinical symptoms and recovery of MRI findings were observed.

After the withdrawal of oral steroid therapy or during steroid tapering, relapsed lesions were observed as depicted above.
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Abstract

An adult-onset multiphasic disseminated encephalomyelitis (MDEM)
presenting favorable response to steroid therapy

Yoko Sugimura, M.D."””, Makoto Kinoshita, M.D., Ph.D.", Kei Fukada, M.D., Ph.D.",
Kimiko Inoue, M.D.”, Harutoshi Fujimura, M.D., Ph.D.” and Takanori Hazama, M.D."

"Department of Neurology, Osaka General Medical Center
“Department of Neurology, Toneyama National Hospital

A 64-year-old man presented with acute onset of generalized seizure and encephalopathy. FLAIR images of brain
MRI showed multifocal high-intensity lesions of the white matter. Within few days after the treatment with intravenous
methylprednisolone (1,000 mg/day for 3 days), amelioration of clinical symptoms and recovery of MRI findings were
observed. Six months after the withdrawal of oral steroid therapy, recurrent lesions were observed at the same locations
as initially revealed on admission. Due to the concomitant development of peripheral lymphocytosis, a brain biopsy was
performed from a right frontal lesion. Histological findings suggested extensive demyelination accompanied by
infiltration of inflammatory lymphocytes and macrophages. In spite of the temporary remission after re-initiation of oral
steroid therapy, reduction of oral steroid dosage resulted in new lesion formation apart from the initial locations. Based
upon clinical features, MRI findings and histological examination, he was diagnosed with multiphasic disseminated
encephalomyelitis (MDEM). Acute disseminated encephalomyelitis (ADEM) is one of common causes of demyelinating
disease among children. However, multiphasic form of ADEM is particularly rare in adult patients. Here we reported a
rare case of adult-onset MDEM, in which clinical, radiological and histological features were described, and efficacy of
steroid therapy was highlighted.

(Rinsho Shinkeigaku (Clin Neurol) 2016;56:846-851)
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