63 : 214

TEDIERES

©2023 Japanese Society of Neurology

ooeo

2R MAE PR 7 PHES BRI F D2 R R MAEWL Z £ LT
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DN SLE EBERD) TIREH % kR MR AT & L, ek
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Fig. 1 Brain MRI and MRA on admission.
DWI weighted images (A) and FLAIR images (B) showed acute infarction in the right temporal and parietal lobe (arrows). FLAIR

images (B) also demonstrated “intra-arterial sign” in the left middle cerebral artery (arrowheads). MRA (C) showed diffuse stenotic

lesions in bilateral middle cerebral arteries, right anterior cerebral artery and right posterior cerebra artery (thin arrows).
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Fig. 2 Temporal change of MRA before and after hospital admission: (A) about one year before admission, (B) day 0, (C) day 1,

(D) day 6, (E) day 13, (F) day 19 after admission.

On day 1 (C), blood flow in bilateral MCAs tended to improve. Basilar artery (BA) diffusely dilated compared to BA on admission

(B) and about one year before admission (A). On day 6 (D), dilation of BA partially recovered and right vertebral artery (VA) dilated

in fusiform shape (arrow). On day 13 (E) and 19 (F), fusiform dilation in right VA resulted in localized aneurysm formation, which

got subacutely enlarged (arrow).

7 KBRS A R T AFT R L. SHEI IR S s ClrAR
T T — R EIRAE IO o 1. BEER MRI Tld DWI/
FLAIR CHEEIAZE) SMBEE I E % i & LR 2 2
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4% “intra-arterial sign” % #8072, 72, WIHIAMFER I BAE
T AHBIHME R & O F ARG bR S 7z (Fig. ).
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Fig. 3 Digital subtraction angiography imaging on day 20 after admission.

Bilateral internal carotid artery angiography (A, B) showed no apparent abnormal findings. Right vertebral

artery angiography (C: frontal view, D: lateral view, E-F: working angle) demonstrated aneurysmal

formation in right vertebral artery without any findings indicating arterial dissection.
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Fig. 4 MRI (vessel wall imaging) (A, D) T, 3 dimension fast spin echo (3D FSE), (B, E) CE-T, 3D FSE, and (C, F)
MRA on day 26 after admission.
Axial images of MRI (A, B) were at the level of the line in MRA (C). CE-T, 3D FSE (B) indicated remarkable contrast
enhancement in the vessel wall of the aneurysm (arrow). Coronal images of MRI (D, E) were at the level of the line in
MRA (F). There were no lesions with contrast enhancement in the vessel wall of basilar artery (E).
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Fig. 5 Therapeutic regimen and clinical course after hospital admission
IVCY was performed monthly three times in total. PSL was gradually tapered based on improvement in clinical
symptoms and laboratory date. IVCY = intravenous cyclophosphamide, IVMP = intravenous methylprednisolone,
PSL = prednisolone, SLEDAI = Systemic Lupus Erythematosus Disease Activity Index
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ZHN7z, B IL-6 2SEETH 0, IR BRI R RS %
RL72Z &6 PR MRER TORIEITE S RE S 7258, i
BHROFHIIE, MEROEEROFMSEIL L 75 52,
AENTEINIEER MRL 2 7 CETB 5, MO IUE
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A case of Neuropsychiatric systemic lupus erythematosus with varying stenotic lesions
in several cerebral major arteries and a vertebral artery aneurysm

Seiji Sugiyama, M.D.V, Akihiro Kitamura, M.D., Ph.D.”?, Shunya Kaneko, M.D.?, Isamu Yamakawa, M.D., Ph.D.",
Mitsuru Sanada, M.D., Ph.D.? and Makoto Urushitani, M.D., Ph.D.V?

U Department of Neurology, Shiga University of Medical Science
2 Molecular Neuroscience Research Center, Shiga University of Medical Science

A 42 years old female suffered from systemic lupus erythematosus (SLE) about 20 years ago. While steroid was

tapered for a steroid-induced psychiatric disorder, she presented with an acute confusional state and was diagnosed with

neuropsychiatric SLE (NPSLE). MRI showed acute infarction mainly in the cortex of the right temporal lobe and MRA

demonstrated dynamic subacute morphological changes such as stenosis and dilation in several major intracrainal

arteries. The right vertebral artery diffusely dilated and subsequently formed an aneurysm in a week. Contrast-

enhanced MRI vessel-wall imaging showed a remarkable enhancement of the aneurysm wall, which might indicate an

unstable unruptured aneurysm. The prompt introduction of intravenous cyclophosphamide improved both clinical and

radiological signs. Our case indicates that intensive immunosuppressive treatments should be considered in NPSLE

patients with varying vasospasm and aneurysm, indicating exacerbated disease activity.
(Rinsho Shinkeigaku (Clin Neurol) 2023;63:214-220)
Key words: NPSLE, cerebral aneurysm, multiple vasospasm, RCVS




