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Fig. 1 MRI (FLAIR imaging, Axial, TR 6,000 ms, TE 120 ms). KR I E R R L D7, FAESETIE Lo TE
On first admission, hyperintense lesions are visible in the bilateral = 7 -7 MRI gradient recalled echo-T,* imaging (T,*) T,
HUDEZE - BHTAZE R E % WO ICBIE 3 % microbleeds % A & 30,
CCA-I % 9 72H% - 72. Fig. 3C IZ 1L % 40 9§ H i 17 © MRI
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frontal area and the scar of biopsy is visible on the left frontal area.
At the time of discharge, significant improvement of hyperintense

lesions were observed after the steroid pulse therapy.

disturbance of
consciousness
and
hemiplegia

NN 4 4

mPSL1000mg/day CPA1000mg/day
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microbleeds(+) ed/ed(+)
v v
day 1 15 30 45 60 75 100 120
A A A A A

seizure akinetic mutism speech self-walking discharge

Fig. 2 Clinical course of the patient on second hospitalization.
mPSL; methylpredonisolone, CPA; cyclophosphamide. After the steroid pulse therapy, right hemiplegia and consciousness
disturbance gradually deteriorated. After two cycles of cyclophosphamide pulse therapy, her symptoms improved and

discharged in an ambulatory state.
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Fig. 3 MRI (A, B, D FLAIR imaging, Axial, TR 6,000 ms, TE 120 ms. C, Susceptibility-weighted imaging, Axial, TR

28.6 ms, TE 43.6 ms).

A: On second admission, subcortical white matter lesions are visible at the bilateral frontal area. B: On Day-40,
hyperintense lesions are progressively spread over the both hemispheres, mainly frontal area. C: On Day-40,
microbleeds were observed at the fronto-parietal cortex. D: On Day-98, significant improvement of hyperintense

lesions were observed after the cyclophosphamide therapy.
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Table 1 Review of case reports of CAA-related inflammation treated with cyclophosphamide.
Reference Age, Sex Clinical presentation ~ MRI lesion Steroid Relapse Pathology Outcome
Fountain, et al. 19962 66, M headache B.temp (+) (+) vasculitis alive
69, F aphasia multi (+) (+) vasculitis died
Fountain, et al. 1999" 71, M confusion R.temp =) (+) vasculitis alive
Sculy, et al. 2000™ 63, M ataxia w.m =) =) peri vasculitis alive
Hashizume. et al. 2004 65, M hemineglect R.temp (+) =) vasculitis died
Scolding et al. 2005'” 6 cases encephalopathy vary among cases (+)* NA vasculitis alive 4
M (3 cases), died 2
F (3 cases),
mean age, 69.3
Kinnecom et al. 2007 12 cases encephalopathy vary among cases (+)* (+)  peri vasculitis alive 11
9M, 3F died 1
mean age, 62.3
Greenberg et al. 2007”63, M dementia multi =) (+) vasculitis alive
Salvarani et al. 2008'® 8 cases encephalopathy vary among cases (+)* (+) vasculitis alive 7
M (6 cases), died 1
F (2 cases)
mean age, 63.0
Churg et al. 2011% 72, M seizure multi (+) =) vasculitis died
Our case 78, F dementia B.front (+) (+) NA alive

B.temp; Bilateral temporal lobe. multi; multiple lesion. R.temp; Right temporal lobe. w.m; white matter. B.front; Bilateral frontal lobe. NA; not

available. *; Including cases treated with steroid alone. M; male, F; female.
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Abstract

A case report of cerebral amyloid angiopathy-related inflammation treated with cyclophosphamide

Yuta Hagiwara, M.D.", Toshiyuki Yanagisawa, M.D.", Chihiro Atsumi, M.D.",
Futaba Maki, M.D."”, Takahiro Shimizu, M.D." and Yasuhiro Hasegawa, M.D.”

YDepartment of Internal Medicine, Division of Neurology, St. Marianna University School of Medicine

A 78-year-old woman was admitted to another hospital with progressive cognitive dysfunction and right hemiparesis.
Magnetic resonance imaging (MRI) of the brain revealed a high-intensity area in bilateral frontal lobes on T,-weighted
imaging (T,WI) and fluid-attenuated inversion recovery (FLAIR). Brain biopsy revealed no significant findings. She was
transferred to our hospital for further examination. Although the etiology of the white matter lesion was not specified,
the lesion and symptoms improved with steroid pulse therapy. Three months later, disturbance of consciousness and
right hemiparesis worsened again, and the white matter lesion was expanded on MRI. Steroid pulse therapy was again
performed, but her condition gradually deteriorated and akinetic mutism developed. T,*-based imaging showed
microbleeds and analysis of the apolipoprotein E (ApoE) genotype showed £4/¢4; therefore, cerebral amyloid angiopathy-
related inflammation was diagnosed. Two cycles of cyclophosphamide pulse therapy were performed, resulting in
improvement of the white matter lesion, disorder of consciousness, and hemiparesis after the first cycle. The patient was
discharged from our hospital in an ambulatory state. Steroid therapy for cerebral amyloid angiopathy-related
inflammation is relatively well-known in Japan, but cyclophosphamide therapy appears useful for steroid-resistant
amyloid angiopathy-related inflammation in the early stage of the disease.

(Clin Neurol 2014;54:46-51)
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