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=27 L UEBERE (Sjogren’s syndrome; SjS) 1 HHKIREZE %
BET22EHHY Y, FICRALEHEZ KT OOV TIE
AR B2 MR (neuromyelitis optica spectrum disorder;
NMOSD) & OHIFAZ I S T2 Y. £/, NMOSD (124
WMEZLNTW2L ) bRIKERZHRTH Y, REMED
AR LTE TS Y. S, HTBELZHICREL
IR ZE D A AR L 72 SjS AP NMOSD OHER] % #E8% L 72T
WET 5.

E Al

JEB) - 33 7%, Lo
TR IHE) LA
W3t - ARHIRGEA.
BEAEEE © S/ DRE 23
R 9512 R
KIEHE - FFecdE 2 L.

NAREE © 7 S L

BRI © 2010 4F 11 AR 2588 e B TVRERSH D, i
I CHIEPEE T & O c AR L 2, B TRk
FHRHL L CEE 9 H B EE & e o 72 SBEEY H IR BE DR

THEE TFHRRICHEA. 29 MEFICAEE T

TTHWTWADONRHEBEINT W, BRERZIZHBIZTEE
Wb EM LI AFEE B L, Rl &
HENNT o727z, HI12 W HICHERIC AR L.

A BEEE B AR R ¢ IfE 141/59 mmHg, IR411 80/ 43, SpO,
989% (room air), fAi 37.7°C. BHSHIR & Ml SLm AT L2z L

ABERE AT R - Rk L B SSBIR L, fEAr T B 722 A
TEID D Y, B RS HEEE 2 3R 7o THB) Sk & o,
SRMED Y. BEIHEOART, NESHE HEEEEE O
To. B AENE, BMEIEWEESS o o MR TIE, M oMTT
AR > 7225, B ASRIRER RO Z 7= CB Y, 3
TR P T B d 2 Ao 72, SEELRTIE, AR
TG LCB Y, W R R A TR MRS W T h o 72
T AEEN LA C & Ze Ao 7z, TR DSRIET, iR %
FRo7z. MO EHIITHE L, WHifl]o> Babinski 15 % 7872,
FEELR LRI 72 5 72, VAIEBE, BTIRCTE oz,

ABEEE AT L - s ¢l 1gG 3,547 mg/dl, IgA 484 mg/d],
IL-6 153.6 pg/mi & =il (FR#EMH @ 18.7 pg/mi), i SS-A Hifkly
T (256 1), PUSS-BHUKIZEMTH -7z, INEFHHRIRA TIE
o L BEEOMIBEIES (HBERk 6/, Sk 3/M) 1ddh o7z
B, EABINE AL, A) T a—F Ny R sy~
YRR 390 pg/ml (JE#EH @ 102 pg/ml), IL-6 292.6 pg/ml
EEETH -7 (FLHEfE 6.8 pg/ml). ¥ MRI Ti¥, FLAIR T
KIFEER VR4 /N O A VRS, KIBBI 2~ 5 NI

*Corresponding author: {5 KR 2B s 382 7e 0 R R e A2 (T 770-8503 1 /5 I S iR AT 2 T H 50-1)

YRR AR B R R S A R SR B AR R
Y GIRBERLR A B B R JE A AL AR IE SR S - HhRe AR
9 B K I TR AR AR A 4

(Received July 1, 2016; Accepted January 13, 2017; Published online in J-STAGE on January 28, 2017)

doi: 10.5692/clinicalneurol.cn-000924



57:78

FRPRtiRE 57 % 2% (2017 : 2)

Fig. 1 Brain MRI findings.
High signal lesions on fluid attenuated inversion recovery (3.0 T, TR/TE 8,002/146 ms) were detected in right middle cerebellar peduncle
(A), long corticospinal tract involving internal capsule and cerebral peduncle (B, C, E), and subcortical and deep white matter (C, D, E).
MRI showed no enhancement lesion on gadolinium-enhanced T, weighted images (1.5 T, TR/TE 220/4.6 ms) (F).
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W7o, SEERIRIE R o 72 (Fig. 1. #80, Fl7 ) v —,
MELFHEZEEN, MIEE CT, Hii MRI ClEH] S 2 7% S8 1350
Loz,

BRRFGE © SVEREIN B R 2 5> T AT a A F/7OV A
AT L, TEBJEEIC% L C fluvoxamine 25 mg & BH%A L 72 &
A, [BEREERLPIRGE ZER L CB@ M T Lz, A
Beg HH (G197 H) 6 Hhliim4Esci (plasma exchange;
PE, II#ELELE 1% 2,500 m/, BRI 5% NET7 VT I )
a4 W T L2 & 2 A, JEHRIEOEIE, TR O PR
PR LER L7z, DR o e B0 EOHENH D
PLSS-A PUADSHETH H 2 &6, SIS &7 Vv~ —
TA N, LT AN TRBEREERIR OSSN H 1),
PR TR 2 B 72 2 L 05 (Fig. 2), SiS &%
WrL7z. 0, ABEFEOM{E CHL7 7 7K » (aquaporin;
AQP) 4 Bifk & i AQP5 Hifkns & b ICkEE & HIB L 72, PE #
EA7TuA FONIRERGL, ABE32HE (B43%H) 12
BEE L7z (Fig. 3). 20, 2012 4F 12 HIJKE % 24810
LROREATIBL L, MRI TARBMIRZ 207 (Fig. 4).
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AR IR A 2 L, BLAQP4 BUEIHTETH % SjS 3
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Fig. 2 Histological finding of salivary glands biopsy.

Hematoxylin and eosin staining showed lymphocytic infiltration in salivary glands. Immunostaining showed AQP5 expression on
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salivary glands. AQP5: aquaporin 5. bar = 50 pm.
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Fig. 3 Clinical course.

The patients presented with intentional incontinence, motor aphasia, supranuclear gaze palsy and spasticity after parotitis. She responded to

steroid followed by plasmapheresis dramatically. Thereafter, it was identified that she was positive for anti-AQP4 antibody. PE: plasmapheresis,

MPSL: metylpredonisolone, AQP4: aquaporin 4.
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Fig. 4 Brain MRI findings at 9th and 13th months after the onset.
FLAIR images showed recovery of lesions at the 9th month (3.0 T, TR/TE 8,002/140 ms) (A). Relapsed
lesion of left cerebral peduncle on FLAIR was observed at the 13th month (1.5 T, TR/TE 8,002/140 ms) (B).
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Abstract

A case of neuromyelitis optica spectrum disorder (NMOSD)
with Sjogren’s syndrome manifested only brain involvement by preceding parotitis

Takahiro Furukawa, M.D.”, Naoko Matsui, M.D.", Keiko Tanaka, M.D.”®,
Yuishin Izumi, M.D.” and Ryuji Kaji, M.D."

YDepartment of Neurology, Institute of Biomedical Sciences, Tokushima University Graduate School
“Department of Life Science, Medical Research Institute, Department of Neurology, Kanazawa Medical University
“Department of Cellular Neurobiology, Brain Research Institute, Niigata University

A 33 year-old woman presented with intentional incontinence, motor aphasia, supranuclear gaze palsy, and spasticity
after parotitis. Brain magnetic resonance images (MRI) showed abnormal signaling in long corticospinal tract involving
internal capsules and cerebral peduncles, middle cerebellar peduncle, and frontal subcortical white matter lesions. She
had a long history of dry eye and mouth. Immunoserological study showed that she was positive for anti-SS-A, aquaporin 4
(AQP4), and AQP5 antibodies. She clinically showed not only Sjégren’s syndrome but also neuromyelitis optica spectrum
disorder (NMOSD) without optic neuritis or myelitis. She responded to steroid followed by plasma exchange
dramatically. Thereafter, the relapse of brain lesion was once detected while tapering of steroid, but her symptoms have
been stable for several years after administration of immunosuppressant. This case suggested that salivary gland
inflammation might be associated with the pathogenesis of NMOSD.

(Rinsho Shinkeigaku (Clin Neurol) 2017;57:77-81)
Key words: parotitis, anti-AQP4 antibody, Sjogren’s syndrome, salivary gland inflammation, NMOSD




