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Fig. 1 Brain MRI findings on admission.

Axial contrast-enhanced FLAIR imaging shows leptomeningeal enhancement in the convexity and hilateral occipital and parietal lobes (right-

side dominant) (A, B, C, arrows), and mild, nonspecific periventricular hyperintensities. Axial T,*-weighted imaging shows multiple

microbleeds on both sides of the cerebral and cerebellar subcortex, and cerebral superficial siderosis in the right frontal lobe (D, E,

arrowheads). MRA reveals no stenosis or occlusion of the intracranial arteries (F). FLAIR: fluid-attenuated inversion recovery, MRA: magnetic

resonance angiography.
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Fig. 2 Brain perfusion SPECT findings.
Three-dimensional stereotactic surface projection imaging on admission reveals slightly decreased blood flow in the right parietal lobe (A,

arrows). After treatment (on day 71), decreased blood flow in the right parietal lobe became apparent, and the bilateral frontal lobes also

showed decreased blood flow (B, arrowheads). SPECT: single photon emission CT.
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Fig. 3 Brain CT and MRI findings after brain biopsy.
Although abnormal white matter lesions are not evident the day after biopsy (A), white matter lesions appear in the right parieto-occipital lobe
near the biopsy site on day 18, which show low intensity on DWI and high intensities on ADC and FLAIR imaging (B, C, D, E, arrows). Gd-
enhancement and bleeding are observed only on the brain surface and subcortex where the biopsy was conducted, not in the white matter
hyperintense lesions (F: Gd-enhanced T,-weighted imaging; G: T,*-weighted imaging, arrowheads). DWI: diffusion-weighted imaging, ADC:

apparent diffusion coefficient, FLAIR: fluid-attenuated inversion recovery.

Fig. 4 Histopathological findings of brain specimen.
Hematoxylin-eosin staining demonstrates eosinophilic materials on the wall of the leptomeningeal and parenchymal small vessels. Neither
inflammatory cells around the vessels nor findings of granulomatous vasculitis are seen (A, B, arrows). On Congo-red staining, the materials
indicating amyloid deposition on the vessels are observed (C, arrowheads). Bars= 500 pum for A, 100 pm for B and C, respectively.
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Fig. 5 Clinical course.

After a brain biopsy on day 15, a diagnosis of cerebral amyloid angiopathy was made. White matter lesions appeared three days after the biopsy,

and high-dose steroid therapy was initiated on day 18. Both leptomeningeal and white matter lesions gradually decreased, whereas

improvements in neurological deficits were limited. WMLs: white matter lesions, mPSL: methylprednisolone, PSL: prednisolone, LEV:

levetiracetam, HDS-R: Hasegawa Dementia Scale-Revised, mRS: modified Rankin Scale.
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A case of inflammatory cerebral amyloid angiopathy with white matter lesions appearing
after brain biopsy

Yosuke Takeuchi, M.D.”, Shuei Murahashi, M.D.?, Yasuyuki Hara, M.D., Ph.D.",
Makoto Nakajima, M.D., Ph.D.? and Mitsuharu Ueda, M.D., Ph.D.?

D Department of Neurology, Kumamoto Rosai Hospital
2 Department of Neurology, Graduate School of Medical Sciences, Kumamoto University

A 76-year-old woman with a 7-year history of dementia presented to our hospital with generalized convulsive

seizure for the first time. Contrast-enhanced brain magnetic resonance imaging revealed leptomeningeal enhancement

mainly in the right occipital lobe and multiple lobar microbleeds in the bilateral cerebral and cerebellar subcortex. No

white matter lesions were observed. A brain biopsy of the right parieto-occipital lobe revealed cerebral amyloid
angiopathy (CAA). White matter lesions appeared in the right parieto-occipital lobe three days after the biopsy, and we
considered inflammatory CAA. Three courses of methylprednisolone pulse followed by oral prednisolone therapy

gradually reduced leptomeningeal and white matter lesions. An apolipoprotein E genotype investigation identified the

€2/e3 genotype. In patients with inflammatory CAA, a risk of exacerbation should be considered after brain biopsy, in

which the €2 allele might play a role.

(Rinsho Shinkeigaku (Clin Neurol) 2021;61:188-193)
Key words: inflammatory cerebral amyloid angiopathy, brain biopsy, apolipoprotein E, €2 allele




