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Fig. 1 Cephalic MRI findings before and after treatment.

A: Fluid attenuated inversion recovery imaging (Axial, 3.0 T; TR 12,000 ms, TE 91 ms). B: Fluid attenuated inversion recovery imaging
(Axial, 3.0 T; TR 12,000 ms, TE 91 ms). C: Fluid attenuated inversion recovery imaging (Axial, 3.0 T; TR 12,000 ms, TE 91 ms). D:
Fluid attenuated inversion recovery imaging (Axial, 3.0 T; TR 12,000 ms, TE 86 ms). E: T, weighted imaging (Axial, 3.0 T; TR 680 ms,
TE 8.6 ms). F: Gadolinium enhanced T, weighted imaging (Axial, 3.0 T; TR 680 ms, TE 8.6 ms). G: Gadolinium enhanced T, weighted
imaging (Axial, 3.0 T; TR 680 ms, TE 8.6 ms). (A, B, C, E, F) Before treatment. On fluid attenuated inversion recovery imaging (FLAIR),
high signal intense lesions were detected in the midbrain, bilateral thalami and left temporal/parietal/occipital lobes. Contrast-

enhanced T,WI with gadolinium showed patchy or striated enhancement effects involving the midbrain and thalami. Similarly,

enhancement effects were observed in the white matter adjacent to lateral region of the left lateral ventricle. The arrow shows the

biopsy cite. Furthermore, old infarction was noted in the medial region of the left occipital lobe. (D, G) After treatment. The lesion with

enhancement effects had disappeared, and the areas with a high signal intensity on FLAIR were also markedly reduced.
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Fig. 2 Pathological findings on brain biopsy from the white matter around the posterior horn of the left lateral ventricle

with enhancement effects.

A: Hematoxylin eosin (H-E) stain, magnification X 100. B: H-E stain, magnification X 400. C: H-E stain, magnification X 1000. D: CD68 stain,

magnification X 400. E: MPO stain, magnification X 400. (A, B, C) The infiltration of inflammatory cells was observed in the perivascular

space. In the parenchyma, microglial nodules were noted. There was no fibrinoid necrosis and thrombus formation. (C, D) These infiltrating
inflammatory cells consisted of MPO(+) neutrophils and CD68(+) histiocytes.
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Table 1 Comparison of neuro-Sweet disease, neuro-Bechet disease, with our case”® .
Neuro-Sweet Disease Neuro-Bechet Disease our case
onset age 30-70s 20-40s 72 years old
sex almost same male female
feature of head  site any site of CNS (predilection basal ganglia/ventral site of brain midbrain/thalamus/cerebral
MRI findings site of brain stem is dosal site) stem white matter
T,WI low low iso-low
T,WI/FLAIR high high high
DWI high is0 high
gadolinium =) (+) (+)
enhancement
scarred area ) (+) (+)
HLA typing B54, Cwl B51 B54, Cwl
skin leision erythema exsudativum likely erythema nodosum absence
vasculitis in biopsied specimen =) (+) =)

response to corticosteroid therapy  good

less responsive good

T,WI: T, weighted imaging. T,WI: T, weighted imaging. FLAIR: Fluid attenuated inversion recovery imaging. DWI: diffusion weighted imaging.

HLA: human leukocyte antigen.
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Abstract

Neuro-neutrophilic disease suspected by human leukocyte antigen (HLA) typing
and brain biopsy: a case report

Etsuro Nakanishi, M.D."?, Masanori Sawamura, M.D.", Shinichiro Maruhama, M.D.”,
Hiroshi Yamada, M.D.”, Gan Kim, M.D."” and Kiyoshi Harada, Ph.D., M.D."”

YDepartment of Neurology, Shizuoka General Hospital
?Present Address: Department of Neurology, Kyoto University Graduate School of Medicine

In a 72-year-old female, subacute right hemiplegia and aphasia appeared in late May 2011. The results of hematology,
a cerebrospinal fluid test, "F-FDG-PET, and cephalic MRI suggested intravascular/malignant lymphoma. Brain biopsy
was performed. Pathological findings did not suggest a malignant tumor. In the perivascular space, the infiltration of
neutrophils or histiocytes was observed. The patient was referred to the Department of Neurology. Based on the results
of various examinations, infection was ruled out, and steroid therapy was conducted. Marked improvement was achieved.
Subsequently, the results of human leukocyte antigen (HLA) typing showed B54/Cw1. As dermal findings were absent,
it was impossible to make a definitive diagnosis of neuro-Sweet disease, but the disorder was regarded as a neuro-
neutrophilic disease, which is a more comprehensive entity. Few studies have reported brain tissue findings of active
neuro-neutrophilic disease. We report the present case, which will contribute to future research.

(Rinsho Shinkeigaku (Clin Neurol) 2015;55:13-17)
Key words: neuro-neutrophilic disease, neuro-Sweet disease, neuro-Behget disease




