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Fig. 1 Magnetic resonance imaging (MRI), magnetic resonance angiography (MRA), and PET CT.

The lesion from the right parietal to posterior lobe was visualized on MRI as follows, a pail high intensity area was seen on diffusion weighted
images (DWI) (A), a heterogeneous low intensity area was seen on T, weighted images (T,WI) (axial, 1.5 T; TR 506 ms, TE 15 ms) (B), and a
high intensity area was seen with fluid-attenuated inversion recovery (FLAIR) (axial, 1.5 T; TR 8,000 ms, TE 89 ms, TI 2,000 ms) (C). On the
contrast enhanced T,WI (axial, 1.5 T; TR 623 ms, TE 12 ms), the surface of the lesion was enhanced along the sulci (arrowheads) and no intra-
axial mass was detected (D). MRA was normal without any stenosis or constriction of intracranial arteries (E). PET CT showed an abnormal
accumulation on the right parietal and posterior lobe and otherwise normal (F).
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Fig. 2 Brain biopsy.
The sample of brain tissue obtained from the right occipital lobe was macroscopically hard and gray (A), and partially adhered to the dura mater.

In the subarachnoid space, thickened vessel (arrow) with giant cells and infiltration of many inflammatory cells, especially lymphocytes, was

observed (B). The vessel was completely obstructed with the infiltrating cells (B). Immunohistochemical stain demonstrated amyloid beta dep-

osition (arrows) on the subarachnoid and parenchymal vessels (C). Multinucleated giant cell containing amyloid B fibrils (arrow) (D). Amyloid

deposition was found within the tunica media and adventitia (arrow, internal elastic membrane) (E). B: Hematoxylin and eosin staining, C, D:

immunolabeling for amyloid p 1-40, E: immunolabeling for amyloid p 1-42.
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Fig. 3 Clinical course.

One day after brain biopsy was performed on day 26, frequent convulsive seizures developed that were resistant to several

antiepileptic drugs. Hydrocortisone was started to avoid status epilepticus. In the course of steroid therapy, the seizure

attacks were well controlled and the MRI abnormality of surface enhancement in the occipital lobe was dramatically improved.
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Abstract

A case of amyloid-p-related cerebral angiitis with ApoE €4/¢2 genotype

Aya Ogura, M.D.”, Hideyuki Moriyoshi, M.D.", Noriyoshi Nakai, M.D.",
Suguru Nishida, M.D.”, Satoshi Kitagawa, M.D., Ph.D.”, Mari Yoshida, M.D., Ph.D.?,
Takeshi Yasuda, M.D., Ph.D.” and Yasuhiro Ito, M.D., Ph.D.”

YDepartment of Neurology, Stroke Center, TOYOTA Memorial Hospital
“Department of Clinical Laboratory, TOYOTA Memorial Hospital
“Tnstitute for Medical Science of Aging, Aichi Medical University

A 53-year-old male with a past medical history of hypertension and bipolar disorder gradually developed gait
disturbance and cognitive dysfunction over half a year. His cranial MRI showed an area of hyperintensity in the right
occipital lobe on T, weighted images and the surface of the lesion was enhanced along the sulci. We diagnosed his
condition as amyloid-B-related angiitis (ABRA) based on brain biopsy. Repeated, frequent seizures resistant to several
antiepileptic drugs (AEDs) occurred after the operation. Steroid therapy was effective and the symptoms, including the
intractable seizures and MRI abnormalities dramatically improved. In contrast to the common wild type €3/¢3 ApoE
genotype, a majority of ABRA patients have €4/e4. However, in this case the rare €4/¢2 type was detected. The €4 allele
is considered to promote AP deposition on the vessel wall, and €2 is speculated to trigger vessel ruptures or vascular
inflammation. Although seizure is not a common complication of brain biopsy, it occurred repeatedly and responded
poorly to AEDs in this case. Surgical stress in this patient with €2 probably induced the uncontrolled seizures. ApoE
genotype may be an effective and low-invasive marker in case of suspected ABRA and in predicting the risks of the
complication from brain biopsy.

(Rinsho Shinkeigaku (Clin Neurol) 2015;55:561-566)
Key words: primary CNS vasculitis (PCNSV), amyloid-B-related angiitis, brain biopsy, seizure, apolipoprotein




