51

AEBIERES
HEEPENZI - WM CIERE L, AN, DRI,
IRERCEBFEEA 2L, AfAREREE AL D -
W7 27 7R V4 PURBEERER D 1 14

HEE KT HE#R— EH
Mo e Rar WM kil 95—

BE #aMey - R TREL, BEHEE, FRES, RIEDEEEZEL, LBELREBHREEZAEOLHT
T RY 2 A(AQPA) HilkIEBI 2 128X L /. ESIIL 45 A MT, 91 HAM, Bd - IEMAFHEL 2%, EB#,
FIRIREDOBLZE /- L. BARRERFEEL, BE MR CREREERICHREEHEDE. XF7A4CF/NLR
ERICEY, BRLUBHELANVEBRT 2, BRIKEEEEL, cEchRmREszisLHi SLikzynr
(PSL) &ix, ®mEJ/OJY EEEE (V) ICTRAIERO®EZTE AL FIFEBLEDY, W10HB%

1 255

(C3MELUEOTEBERTHEXKL, AAUR70O4 R/NVRER, PSLAAR, IVig lZTERL /.

(ERER#E 2011;51:255-260)

Key words : #EGPEIZA - WESK, EREHZ, P07 27 7R Y V45uE, PIAQPABURBIMIEER, s a7 ) ¥ e

FUBHIC

ET NMO #iiF# (2006)VClx, HL AQP4 PLik2skEMET
HILE, AR - FRYVER E 23 2 ER D AR AR %
(NMO) 125K 8, S HITIIHREHMERO A, TIMEH
%D A OIER] B Bl AQP4 Bk T & 11X NMO spectrum
disorder &9 5 Z &SRB ST W52, SR, HEARTERES -
W% (IHN) & AQP4 HifkBEEHE L OB#E N EH ShTw
B8, Slbivbiud, G - TR L, 45
S MRT CHEREREZ IR E DSBS L, Bk, I sk,
AR R B 5 5, /NI S ) 3, M S TG 7 &) i 7 I
KEBLZPT 7 7R v 4 (AQP4) HuiBEy Bz Rk L
72OTHET .

E Bl

B 45k, &k

FFR - PR - W, RERREEE

BEALEE : 2007 4R & ) TRIERH IR IS TL R Fod o v F
Y AEE (50) 1 SEARA.

BURIE : 2009 425 A9 R 19 H) Bl - IEEASHBLL
WEHRZZ L7c STAEDOFBE M - Iz 2 AL 0D,
SAEFUGREYE, BERRL » b ICHERRAT R 2 < M RAT S

JeE L7z, 8 3 H IS LA ShsE L. 20tk
O BUEMER M ASH e L C Wz E 2 2% Lz, ikt
ENHERERZZ 2EETEN, B - RS AR S
NDBHIEEDEKIIAWTH -7, F 19 H X b I —"
PR HBL. %20 9% B Ao W - FEEE KR EEAS— @I L
55 22 9 H B BME S —MRHC ARE L7, &5 29 9 H Bk
B, IPFICRIE O Z A L LFHREL & o 72,

HERHREBUAE © B8 152cm, AT 44kg, BMI 19, &l 38.0C,
I 148/84mmHg, WriH 125/4F, %, W% 15L/5 AT T
Sp02 60~90%, KAEWEIZHZ & 7% ) THNWE AL D7z,
ZOMD— e BRI AR T REFTRIE B o 72, S
By & LCid, JCS-300, TSR E, RRALIEIEH Ay, BEA7ZHRIRER
BAHCHIRZ: <, BEFLARRZ L, *OLRG R, IRIRZ L, &
FEHa 7 L, AR DU 2 2 L, MR, WY RS e
Thoi.

AT R MR, MRS, AL <L, IR
WHPATH Y, AST 508IU/L, ALT 3951U/L, CRP 10.89mg/
dl EBETH 72, MEY AV AT ER AL <A, K
EATIRIB AR, BB, BYE, AV 7 A, EBYA VXA,
A PATOTIANVACT NS FRZRFTEHLALEDT,
H Ok PPk 80 i (HOMO) & BEFEMOMbIx, Pss-
DNA IgG #ifk, #i ds-DNA IgG Hifk, i SS-A/Ro Hifk, i
SS-B/La #itfk, #t TPO Hifk, Hitr 4 v o 7)) Y Hffid vy
NLBHTH -7z MERBRAE, M 0/mm®, & 36

*Corresponding author: ¥ 28 & R BeiE IR (T 892-8502
LR AT TR BRI R
(ZAFH 201047 H14 H)

TR VR 25 R HE DR I 1T R R T 4—16)



51 : 256

ERREHEE S51%4 %5 (2011: 4)

Fig. 1 Brain MRI (T2 weighted image) (T2W]) (sagittal and axial): (A) and (B) 1.0T; TR 4,290 ms,
TE 93 ms. (C) 1.5T; TR 3,919 ms, TE 90 ms.
Brain MRI performed 29 days (A), 71 days (B), and 257 days (C) after the onset. (A) T2WI showed
a high-intensity region in the medullary lesion (arrow) involving the pericanal region before high-

dose methylprednisolone therapy, intravenous prednisolone, and IVIg therapy. The lateralized
T2 hyperintense lesion (arrowhead) in the medullal at the level of the nucleus olivae. (B), (C) A

high-intensity region had improved.
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Fig. 2 Clinical course of the patient.
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Fig. 3 Spinal and brain MRI (T2WI) (Sagittal and axial): (A) 1.5T; TR 1,999 ms, TE 120 ms. (B)
15T; TR 3,919 ms, TE 90 ms. (C) 1.0T; TR 3,080 ms, TE 90 ms.
MRI performed 292 days (A), 294 days (B), and 329 days (C) after the onset. (A) The T2 hyperin-
tense lesion (arrow) in the upper cervical cord is connected to the tegmentum of the lower med-
ullary lesion. The cervical cord lesions extended over three vertebral segments. The lateralized

T2 hyperintense lesion (arrowhead) in the cervical region at the level of the C2. (B) Brain MRI

showed no lesion except for the T2 hyperintense lesion in the medullary lesion (arrow). (C) A

high-intensity region had improved.
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Abstract

Anti-aquaporin-4 antibody autoimmune syndrome with disturbance of consciousness, respiratory failure,
and ophthalmoplegia associated with extensive brain stem involvement with intractable hiccup
and nausea as an initial manifestation. A case report

Toru Kai, Seiichiro Tajima, Hitoshi Arata,
Shigeaki Hayashi, Tatsui Nagado and Yoshikazu Maruyama
Department of Neurology, Imakiire General Hospital

A 45-year-old female was positive for anti-aquaporin-4 antibody with disturbance of consciousness, respira-
tory failure, and ophthalmoplegia associated with extensive brain stem involvement with intractable hiccup and
nausea as an initial manifestation. Her level of consciousness and state of respiration worsened approximately one
month later. There was no abnormality in the cerebrospinal fluid examination. A lesion was found in the medul-
lary tegmentum on brain MRI. The patient received steroid pulse therapy and her level of consciousness im-
proved the next day. However, her state of respiration worsened, and she had extensively clinical involvement of
the brain stem. Her symptoms gradually improved with intravenous administration of prednisolone and intrave-
nous immunoglobulin therapy (IVIg). The patient had almost completely recovered, but she relapsed with cervical
myelitis extending over 3 vertebral segments approximately 10 months later. She underwent steroid pulse ther-
apy, oral prednisolone, and IVIg again and improved.

(Clin Neurol 2011;51:255-260)
Key words: intractable hiccup and nausea (IHN), medullary lesion, anti-aquaporin-4 (AQP4) antibody, anti-AQP4 autoim-

mune syndrome, intravenous immunoglobulin therapy (IVIg)




