14, BANBMRERBERITS FS514 VOER

Sy AT IR E

P

=& i
T ER R

WMREE HAMRKRBF2OEEHNRBAIOS LI, 77 TR > 4 SRS ER S

ERDBIA A KT A L OERETL,

B AIRBH = MRS

WCRKR L. & BITHARIRF

FER—AR—VIZARTA LT, ERET TR, —BARICHL ZORBICT

fRERO DL E LT,

A. BFZEH
b~ OIRBEEE D K% 2298 E 5 Rk
KROFEIL, BROZEHRIEEN T A TV

ZHCTHBRPEA & SN TS, Lk,

FARER O, REO AT B A RIED
POVATEEER VIR L TH BRI OK
EOR D2 WVEEEERARR D 10%LA
TTIEHLIPEFEEL, LIS MIREICHESR
AR L, MRAAICELH D27
WO Z D X9 A EHR YRR AR B
EDL T 7 7R Y > 4(LLF AQP4)
PURDFAEDFER &7z ABFFIZ BT
X, ZoH AQP4 FLikBHEEMREDE
FBEBILO—BRTROEEEZIED DD,
RIEBORRE, BWIENE, REIZ OV THE
ML A RTA4 v DVERE BfET.

B. MIRxAZE

BEDO=M1E (REERKFEELHR)
wZER, R (RIRK 7 R FRT )
PRIZER L L, BAMRIRRIZES XV HE
BOH-THHEAREE FHRKRT), 5N
5 ERERKT) , 45HE REXE
BRF) , BEE (KRERKT , 9%
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Fhet (FRRT) , PRE= GE#KE) ,
PR (F R, W BT OF ERRE
fAbt) O 84D IEFEEEZEET D
T 7T RY v 4 BURGYERAR R R
HA RIA AMNeEBRZSLD BT, 5
BN Z T Bt R B AR IRIRE P
B LOFEES TRRO Y 2, HARIRR
FRMERICBET 5.

C. MRFER
ZBSITEICWeb BfEE L, B—KE
D bER 16 EIC R SEOMmET 2Tz, &
BRRLLT B1EEE, WR, E¥,
EoE M), E3ENAE), F4ETT
%) OABEMNOERY, ARIFH 12,000 F
&T, SIHCHER 100 BFOTA R4 %
fERL L7z, Zh % 20134 11 A 21 HIZH
RARRIRAR RS, 11 A 22 B B AW
RRF SR B S TAREZIT 1%, F
R 26 4 5 A RBATFE D B ARRR M
5 118% 5 5 446 -460 HICHEH TETH
5.

D. ¥

TSt TEERMETH - 7251 AQP4 #it



REGHERARR R S, BEIC AT o4 RoUL
APEERATV, B THIUTE BT IESS
Hazp EMRECEE AT O Z 220, B
Y OHEETHIEEOCEENEHETE
5. Lo, BHORMSEZRRAIRKARCK
SHROFEIE L Wo e HELERIZEZD
AREERE V. AT N T4 U 2HETD
ZLILE o T EFRET TR —IFRHRIC
b AR B~ OEMENHEDIE, REREHAD
BRIRE EDREREBOT LN TED
EEZD.

E. &

T 7 7RI v 4 BURBIERAREE O
BEHTA KT A EERL, BARREI S
MR L OB ARIBRZER— L=
BT s LL, ERICEATHS.

F. BEGRIER

L.

G. IRERE

1. WXRE
AAMRIRRISZEPT 7 7R v 4 Bk
PR R BIR T A R 74 U MEREE
& T TRY 4 PR
BEIA FTA . BARBRRZSMS
118 %8 5 5 446 -460 EB#H T €.

=
%
%

2. PERR

Briz7a L.

H. MM EEOHEE - B&RKR
1. RS

L.
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2. EAHEEH

Bl
3. ¥t

mL.
1. 8FXR
Lennon VA, et al: A serum autoantibody
marker of neuromyelitis optica:
distinction from multiple sclerosis.
Lancet 2004; 364: 2106-2112
HREHE=, fh: BT 7 TR Y SAFERE
WA R DERIRBORFE. R IRE
2008;25:327-342
Nagaishi A, et al: Clinical features of
neuromyelitis optica in a large
Japanese cohort: comparison between
phenotypes. J Neurol Neurosurg
Psychiatr 2011; 82:1360-1364
Yoshimine S, et al: Anti-aquaporin-4
antibody-positive familial neuromyelitis
optica in mother and daughter. Jpn J
Ophthalmol 2011; 55:647-50
Kim SH, et al: Clinical efficacy of
plasmapheresis in patients with
neuromyelitis optica spectrum disorder
and effects on circulating
anti-aquaporin -4 antibody levels. J

Clin Neurol 2013; 9:36-42
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Fuchs ABEAREMER L HRAK BEEEIRER

Stage 0 : ERAKZ L (EEH),
Stage 1 : RN ERZE TRARAIRD H 505, ABTEEN 2V S O,
stage 1a: asymptomatic guttata cornea (AGC)
stage 1b: borderline guttata cornea (BGC)
stage 1c: pre-Fuchs corneal dystrophy (pre-FCD)
Stage 2 : WRAKRLH Y | AFRFEIBRE~TEERDOLND H D,
Stage 3 : IRAKRLH V| ARFENSEIZEDO LD H D,
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TRVE I # BEN BUIE D2 W ZR¥EIZ O\ T

A B IERRE (Pseudoexfoliation Syndrome, PEX) & 13/KB{ARTEE, IT¥
BEFLAEIZ HEOERRWE B ILE T DHEET, 1917 FEIZT 4 T v ROERR
Lindberg = & V #1% T#4 S 417, PEX SEFNT A NRE . SNE S &0 Lo <,
HNREZ ENIRFIRE ., TS OHEDRAERNE N ERMEN TN D,
IR, LOXL 1 B FORFICEE L, MEZE, DR, 7Y A —<RR
CEHRBICHLEETHZ ENERSNTND,

PEX BHiE A4 N R E O E R 51X, 1981 4F Abbott 52 X W #iiF Sz
JFRRFHOABENEEENRI THA 5, BRATA LD RE, &g, ME, F
W7 EONEEEDORE N0 < . WEIZ guttata FTRBRNT &b
non-guttate corneal endothelial degeneration & &} b TV, T D,
1998 4 Nauman b5 2R L7ZREAHOABENEEELES 2 @5 L, tFEB
FOBEFEMEEC LY, ABENKEICEHEDEOMNE. T AAEOE, R
fibrillar layer % ##38 L. PEX fiber ODfFELZFEA L7z, Z D X 9 72 “JREARH”
DOWNE A IERIX, non-guttate corneal endothelial degeneration Ti%72<
PEX iz X 5 PEX AIENEIE (PEX endotheliopathy) D& 228 L7=, Lo
L2 5, 4 B % T PEX AN KEEDFREITHoICTBBE STy, H
KIZBWTIL, PEXWEEOHMET HREEINT, Z0ORKEE L& &N
TR,

Fex D PEX WFFEDOW Y AZE LT, 1) L——IfE A R s &
HWTPEXJEFIOAIEEZBE L, AIREAEOMIEEORA . D TR
BHEBEE ORVY . PEX ME OILE N ERTHERIND Z L2445 L7z (Zheng,
IOVS 2011), 2) A HRME PEX JEFNZIB VT, BIIRESET W EEH(OCT) % AW
T.PEX R, FRAR DOHIFERE | B A OB UE AL E— KO #AE (Iridolenticular
distance, ILCD) #Z FLlET U7z, AT, MABMEK T, ILCD O KL PEX
DFFERF T 0 | PEX I IMIRMRE T, A IRM PEX SEF OFARIZ PEX DR
REEPECTH D Z & ZME L7z (Zheng, IOVS 2011), 3) £EZHEHRFALE Z2FTV,

(2008 F-~2010, 3 4FfH]) AJEMEAA IRE A IERAE 2 5 T TR 0 5 B JREANEA
E W SNTIEBIBEEIL 11.6% TH U . £ DN PEX WEUEIESIT 47.3% & 3R
\ZAFTE L. PEX AENRIEAKEEABEOFRER L L TEN2ET285E
WRBTHDHZ EIIRENT,

ARFZEIE. PEX AENEIEICOWTEFOZWEEZIER LD TH D,
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RIEIE AN BIE DB ERE ()

PEX AN FIE D B
1A% R SEERE LT X A AR B2 e e

1. R PR T AL
1) AN S ERD 238 5 (<2000 E/mm?)
2) b U<k, HEEIRREIC C/KEIARTEIZ PEX WE 238D 5,
3) WEHMIAED % & =3O REEZFED R0,

2. REFTR
1) ARBGEIEAETEIC T PEX fiber (PEX i) A3
2) AERILE SRS f%ﬁ%g\m& ﬁfﬂﬂ%E%Mo
3) AR T 2389

PEX NRJEREEZMr : 1 — 1), 3) BXU2—1)
1—2)ﬂ@ﬂﬁﬁ%%ﬁ%iZ%Tﬁﬁw(%@ﬂ@%ﬁf%%éh
72 CHEBE THER S NIVUIHEEZH SND)

PEX NZIEDEEVZHr: 1—1), 2), 3)

3. BEFR

AR BRI T

a) AR EREEME, 77 MhA b NEGHIRE DR R

b) FLJEHMHIE TR AR HEE (subbasal corneal nerve plexus) % FEJA . 75 dhE
(tortuosity) DK

c) FEBRAT BRBMEERT AL

PEX AR DR, HAFEAT BEMER C PEX WEMER CTE R THAKBA RO, WK
IR 2 X T ORI &2 RS T E é%ﬁwﬁm%%mi PEX £l PN BE
< EEOIEME L TR ns, (MEEZWNIZREICZ X 5 PEX fiber Dff
BTHD)
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HBEE BN B SLRE R T R

FBEE M E IRaRAE (IMT) (3R OF MM E IR L Bl & T 2R EHD
B CTH D, 2006 412 Yannuzzi O ILFRRFFEOZERIZL Y Type 1 (IMERE
A1), Type 2 (FFH.LEEDRD) . Type 3 (FAZER) L Woleh 7 XA FH3EEIT-
T=0s, AR ERENTFAE LW ERETH o7, IMT OF THEEED
B\ Type 1, Type 2 OZWi R Z R T 5,

Type 1 IMT

Q@ 7F LA UoRNIRIEEE (FA) CTHIBMHEOZHEMEOBMMEE LS 5
B I i 1L PR AR & B TR HY

@ MOREFFR B EAZERE, BFEIRIFMEIE 72 S OMIEME R EIZ L A E(LREE
N5

ERRDOO»oQ %I+ DEFEEFIE T 5

Type 2 IMT

@ FA CHjiRMEIZ BB R B E LR & 2OtmE A A b s

@ YTFWHEE T FA o tiwHIZ —E L2 WERN M E O 2k

EEROO»SQEMI-TLDOEFERF L5
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Leber Bt #84E (Leber Hereditary Optic Neuropathy: LHON)) D2 W72 #5(R)

FEFT R (WKZH)

B LHAMEIZRIE,

FIEREE D CHOE CEERENET,

o B LI IR ORI T,
HOLIREEERE C, SRR ILIACIE S 3OtRE 25803,

*I b FYUTDNARKRAET, 11778, 3460, 14484 OWTIODOELLICE R %
R D,

@ e 06

BIREIRT
O FHIEMHNS, RO FESR - EIR, FFALEEMMLEILR,
@ XERIED B b,
@ PREFARA T /L BRI
@ HRER,

A2k

O EHEEEERMEZEREDOA)
© xZME (BE - BU8E) HARAE
@ HEEIERRARRAE

@ ¥Rk AbIrT 4—

FEHEHEO 5 HE 22 TAHIZT 55 Leber BARMERMIME & 2T 2,

*Leber R CIXI a2 U T DNAKE T, 11778, 3460, 14484 DO\ NDEBALIZ
BREZBDDHEEN 5% E HEDTW5H,

HEE R

BE - AR T EE LcRe R T BT A3V 5 DR A1 23(0. D L L,
HIE - R TREE LR R T, BRIME T 23R J7 DEROE 330 DA,
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EEBREHEREAEZEN (Dominant Optic Atrophy: DOA) ZMiE%E ()

T

FEEE (WH

@ 10 ek TICWARICRIES D HEED O EEOHRIESE

@ WERPED AR ZERE £ 7 IR R AL B & B

Q@ FYAEEEMEERE

@ StT#WrEE (Optical Coherence Tomography: OCT) CIERRE A 723 MER R HE R 2
DOIEFEAL & IEF O N2 RIEEE

BIREIET R,

O HEFHFEEBEN (visual evoked potentials: VEPs) DIRIE DTS, WERFOILE
© GBRERECEHRER

@ MRI &R Er STIR & CHRAFRER OME/N S L OREOEES

AR

Leber BARMERHHREAE
Fh M AR

JE 38 AR AR AE
AR R L APPRR NG
TN P E R R 2 M

©® 006

TEEHE D 4 HRB 22 THLTHEEEREIERMREZER LW 2.
BHIEESR

BE - MK T 2350 DRR O F1230. DL E,
HEIE  RAE TN TT DRR DR 10350, DA,
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7 7 TRY v A GUEGERERREETA 71
X L®IT
<HA RTA AERIZHTc>T>
BAA BT A NIBIERIT STV DIRFIED BT VAR LTI b DT, T X TOREH]
WIS TEE DE—RIRIBEE TRV, Bx OFF A RBRERICEEL, &
H5EIDLWREELRIRT 27200 ETH 5.
<JREB B>
FEREEMICEE, BREEZTH L TAEMTHR, fEBRETE, OV TIAE DQuality of Life
ERETDHI L,
< FARE - W5FE>
FRBIL A ARIRBI S HFEE (SGTHESMR) , BAMRIREIFSHREE, BILUMRTHE
(CEETEESIR) ICHEVWREL L7z, BAT 2 AFERMHOATEICE L blcaH e l, &l
PICHEREZ R LLARIIIERE & L CRD LT,

(1)
77 7RV >4 aquaporind (AQP4)
HARRREBES neuromyelitis optica (NMO)
%3 MERE(VIE multiple sclerosis (MS)
1EA4REEAK optic neuritis (ON)
BIRREAT oA FEE (AT 1A R)
7L K= 1 > prednisolone (PSL)

T 7 TRY) A TSR RZET A T 1 MEZERS
JEAEGEE TEAIER B HERITTEREZE) R EE - A MM
BAGEAE TERMERESTARIIEESE] 2HEEE . =i 18

WroEt 1% RS
BHEHIE]
UG
BE =E
RS 7518
HREE=
AT Ak
i E=BF
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F1E EH KA, BF

1. §i7 7 7TRY CaGiEBHERmAER O ER
7 27 7R Y aquaporin (AQP) 1T HFET DKF ¥ R TH Y, TMRDOT R
FEHA MCIZAQP4 L AQPINEILT D, Z D H HLOAQPAIZK T A MEER B CHUAN MIF
WWHFEL, ZhaEE2WE L LTRIET DHEMRREZTT 7 7R D 4FuRIBIERMRE R
(FTAQUBGMERAMIRK) LERT DH. AEOBWEELFIRUTT. ANEITTERRARH
#87¢ (neuromyelitis optica : NMO, B#2) Lennon2004, 2005, Wingerchuk2006)
BEEZE A (neuromyelitis optica spectrum disorder : NMOSD) DO—# & A78 ZiL TV
LD THDHH, FOHE, FEAZIRER, THROBEBEMEDLEIAMERMREOIRLE LT
IO NELDTH S,
Lennnon VA, Wingerchuk DM, Kryzer Td, Pittock Sd, Lucchinetti CF, et al: A serum
autoantibody marker of neuromyelitis optica: distinction from multiple sclerosis. Lancet
364:2106-2112,2004
Lennnon VA, Kryzer TJ, Pittock SJ, Verkman AS, Hinson SR, et al: IgG marker of
optic-spinal multiple sclerosis binds to the aquaporin-4 water channel. J Exp Med
202:473-477,2005
Wingerchuk DM, Lennon VA, Pittock SJ, Lucchinetti CF, Weinshenker BG.: Revised
diagnostic criteria for neuromyelitis optica. Neurology. 66:1485-9,2006

0. wHE

M A ESFablood-brain barrier (BBB) @7 A kw4 ~ @ BRI E S ICHEEM L TN
BT ¥ XV THDHAQPUCKT T H1EER B CHE (NMO®RE v 7Y VIgG) 2%, ik
IoOMAfR I DT A YA hOREE & ZNTT E RS HRORIEPHME S T
Tradtrantip L2012) . ZAUINMOMESE ME % EZRIVIZT « N CERL L 7= B AR
FETFVCERT DL, w777 =, 1K, FREROKEMBRBELE T A bada b
DERRE 70T ) o EEROILERS I, S BITRERNAL HAQPADTAEITIHELT
HZ LR EREALMIEN TV AJaruus S,2010) . 7= FHAFERER O AITITIIAQP4AHT
RIS AR ORRIE LSBT, MR OIEZ: L Tld~ v A TEEREDAQPAER &L 7 X K
YA FORIEEZREZ T SO0, FHK, FHOUNMLT X bavA FofleEte s
BZTZ&iFne TV 5Chan2012) .
Tradtrantip L, Zhang H, Saadoun S, Phuan PW, Lam C, Papadopoulos MC, Bennett JL,
Verkman AS: Anti-aquaporin-4 monoclonal antibody blocker therapy for neuromyelitis
optica. Ann Neurol 71:314-322,2012
Jarius S, Wildemann B: AQP4 antibodies in n euromyelitis optica: diagnostic and

pathogenetic relevance. Nat Rev Neurol 6:383-392,2010
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Chan KH, Zhang R, Kwan JS, Guo VY, Ho PW, Ho JW, Chu AC: Aquaporin-4
autoantibodies cause asymptomatic aquaporin-4 loss and activate astrocytes in mouse.
J Neuroimmunol 245:32-38,2012

m. &%

1. ARBLAEE

NMO!IZEE L TIE LR ML AE (multiple sclerosis : MS) & BIE L COAERRDOHEE T

WL ONERA TR LD Kuroiwah) Cabre ) 73, HIAQPAHUIKRSMARMRAIZE L T
%, REDLPETIIARREZHE TE 2 L) REEREIITOI TR, £z, ZOMH
ESCERIRI e RIS ANFEZENR 5 D Z L I3 T TIEL OFERH D, HlxiX, HEOHAQP4
PUABSENMOSDIZH A ADERB LV b LV EEDCHEEBETH Y, LV EEORKRIETHRIEL,
FVERENPELL, BBEIZBNTH L0 BHICRZENGEZ LT 2Icb2rb b T HER X
UEERI DR EH B EDEVKitley J,2012) . S HICHA CRERFEHCTH RER CEEREN
NHELND. Thbb, IVEWREFKROT 7V 0 - ) 7OBFIZa—H I AAED
BEIV LN RTORIELZEZ L, HEOREBEN LV &< 722 2Kitley J,2012) .
ZHUEF 2= N TOZREONMODFERTHRINTND. Fa2—NTDRADNMOR
FHIIFRBICFERTHY, IV HRLEBEELELL, MBHFHRENMEMMRITEY
%< DEF %9 Cabrera-Gomez) . £72, A # U7 TORMREEEE D% AW EHILT
X, NMOBEITDOTN1E%THY, NMOBEDTI%IIFHIRE > Tz, FHRE
DIRWONMOBE D HITEED DT )20.35%Th D & D (Bizzoco2009) . —75, D3 [E
TOMSEEVOFEARER & FFFEMERARR T40] THAQPATEZHE L= & 2 5, FEIT28H)

(37.8%) TEHMETH -7 (FRE2008) . S HICHARANTIE, ZHERBEL Y ERICE
v (PE2008) . HAANTO28GIOHFIAQPAGIEDHRMR R BE, 583HIDHAQPARED
NMOBEH T, THEN96.4%, ILANHLETH Y, HENFEREICZ ALATND

(12008, Nagaishi2011) . —J5, KE TITFRIE D FH4FEERIT41. 1 T Y Mealy 2012),
S I, HR TORIESRERF S H D Nagaishi2011), H H W 554 TRAET 5 AIEMEN H 5.
Kuroiwa Y, Igata A, Itahara K, Koshijima S, Tsubaki T, Toyokura Y, et al. : Nationwide
survey of multiple sclerosis in Japan. Clinical analysis of 1084 cases. Neurology 25:845—
851,1975
Cabre P, Heinzlef O, Merle H, et al. : Multiple sclerosis and neuromyelitis optica in
Martinique. Neurology 56:507-514,2001
Cabrera-Gomez JA, Kurtzke JF, Gonzalez-Quevedo A, Lara-Rodriguez R: An
epidemiological study of neuromyelitis optica in Cuba. J Neurol 256:35-44,2009
Kitley J, Leite MI, Nakashima I, Waters P, McNeillis B, Brown R, Takai Y, Takahashi T,
Misu T, Elsone L, Woodhall M,George J, Boggild M, Vincent A, Jacob A, Fujihra K,

Palace J: Prognostic factors and disease course in aquaporin-4 antibody-positive
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patients with neuromyelitis optica spectrum disorder from the United Kingdom and
Japan. Brain 135:1834-1849,2012

Bizzoco E, Lolli F, Repice AM, : Prevalence of neuromyelitis optica spectrum disorder
and phenotype distribution. J Neurol 256:1891-1898,2009

mRME=, LAKE, FMNETF, SOFET, THNE—, THEEE LB, R4t i,
BARB— 7 7 TR U ATURE AR OERR AR ARIERL 25:327-342,2008
Mealy MA, Wingerchuk DM, Greenberg BM, Levy M: Epidemiology of Neuromyelitis
Optica in the United States: A Multicenter Analysis Epidemiology of NMO. Arch Neurol
2012 Jun 25:1-5. doi- 10.1001/archneurol.2012.314.

Nagaishi A, Takagi M, Umemura A, : Clinical features of neuromyelitis optica in a large
Japanese cohort: comparison between phenotypes. J Neurol Neurosurg Psychiatr
82:1360-1364,2011

2. BEOREGCFERLRBRLRTF

1 AQP4 FURSMHHIARRIT LM Z < A 6N D72, UL 3 TR DRV BBRAEIO
FEIENRAH BN TV 5 Braley2007, Yoshimine2011) .

HLA # A ¥ 7 Cid HLA-DRB1¥1602 and DPB1*0501 2341 AQP 4 HLIAG AR &
FTAHBEILEL, ~Y 2,7 Z—r 1Y Helicobacter pylori & Chlamydia pneumoniae (2
T DHHURMER EF L THNEZ EnD, b OBENMERETFEEEINTND
Yoshimura2013) .

Braley T, Mikol DD: Neuromyelitis optica in a mother and daughter.

Arch Neurol 64:1189-1192,2007.

Yoshimine S, Sakai T, Ogasawara M, Shikishima K, Tsuneoka H, Tanaka K:
Anti-aquaporin-4 antibody-positive familial neuromyelitis optica in mother and
daughter. Jpn J Ophthalmol 55:647-50,2011

Yoshimura S, Isobe N, Matsushita T, Yonekawa T, Masaki K, Sato S, Kawano Y, Kira J1I:
Distinct genetic and infectious profiles in Japanese neuromyelitis optica patients
according to anti-aquaporin 4 antibody status. J Neurol Neurosurg Psychiatry
84:29-34,2013
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Eo2E B

I. BREER
1. HfOmEE

WIRERIZEMEDO FIRE/ZITHFIROEBELRRANEE CTHY, & EICTERITNREEHERT
5HDEZH 5. TAQPATUEBGMERARALCNMOIL, AEFALENLUT TZRZ LI H O,
RAFRROT Y — FRRICHERDOALLT OEE, = bIZHHAIFE OEMRRCHEIEIENE
DFERTHR < & 5 XX Th HMorrow,2012) .
Morrow MdJ, Wingerchuk D: Neuromyelitis optica. J Neuroophthalmol 32:154-166, 2012

2. IR

FIAQPARGIEARARIRERITIR & T MR A CliE, SMENCIZIRETENR-CIREGER) R 2 £
HFZERBHD. BHEIIRCETIEIE WD, TUT ATIEIRFEERICE EF 5. FLAQP4G MR p
BETIL, TOERBOEBENELNVETILONREZND, BELETAHAZET VRATRDH
LN,

3. HREfEE

TREF B I AEA R RN — A 22 FUDRE R DM, KPR ECHEAREE, FALERE
EZFERBORHLND. LIz oT, HEILIE, SARRILBESCIHREEMRT T
<, MBXCHRAXGEORBEEENEDIL, EEICMRIZ: & OEGRE CTHRZE B e
EENDHZEHE.

4. ZOMOIRER

IRIEZ P72 N RME DO EHEEKIM2012) ORERHD.
Kim S-M, Kim J-S, Heo YE, Yang H-R, Park KS: Cortical oscillopsia without nystagmus,
an isolated symptom of neuromyelitis optica spectrum disorder with anti-aquaorin 4
antibody. Multiple Sclerosis Journal 18:244-247,2012

5. BERR

NMO Tl #0730 & IEtintractable hiccup and nausea (IHN) 2388972 25
ROLOTHDHESND. ZHIEMNTHRICAQPAD HAT DLV NERED HULAE 1> & 35 P
W& DBt Brarea postremaS BHERE & 4TV 5 Misu2005, Popescu2011). NMOT
DHEFE I IERK TIiE40%, Popescu2011) B AN TiL17%Misu2005) 7> 5 43%Takahashi2008)
FRE L SN TW5D, THNIX FEH4GEBFHE L, THNZFE? O EH1ILEZ ISR CHE R
DFRET D Apiwattanakul2010). Z OTHNOFHEIIORAFRRICET (54%) E/iT 60
(29%) 5, QULIZLITVA VARBEOT Y — RR%EITT %5, @QIHND HEK, HiAQP4
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PURS B E5 LIER S 5 72 £ Td 5 Takahashi2008). NMOTIE, THNEISMZT
NI LT =, BEER, ARWMREREPRHITONTND.

Misu T, Fujihara K, Nakashima I, Sato S, Itoyama Y: Intractable hiccup and nausea
with periaqueductal lesions in neuromyelitis optica. Neurology. 65:1479-1482,2005
Popescu BF, Lennon VA, Parisi JE, Howe CL, Weigand SD, Cabrera-Gémez JA, Newell
K, Mandler RN, Pittock SJ, Weinshenker BG, Lucchinetti CF : Neuromyelitis optica
unique area postrema lesions! nausea, vomiting, and pathogenic implications.
Neurology. 76:1229-1237,2011

Takahashi T, Miyazawa I, Misu T, Takano R, Nakashima I, Fujihara K, Tobita M,
Itoyama Y : Intractable hiccup and nausea in neuromyelitis optica with
anti-aquaporin-4 antibody: a herald of acute exacerbations. J Neurol Neurosurg
Psychiatry. 79:1075-1078,2008

Apiwattanakul M, Popescu BF, Matiello M, Weinshenker BG, Lucchinetti CF, Lennon
VA, McKeon A, Carpenter AF, Miller GM, Pittock SJ. Ann Neurol. 68:757-761,2010
Intractable hiccup and nausea in neuromyelitis optica with anti-aquaporin-4 antibody:

a herald of acute exacerbations.

5. HHEMER

EEHNCIT 3 MR EOBFRRE LY Z LB 5. HRDL LIZLIEALN, FHEAT
WFELTHOOLHEMERERET 2 Db, WIIHMPRE TR LEBMAERIET D2 H 0,
TR DB OBFER ARV IRTHORALND. FT, LHEFE MS) TRETHIC
BuhE SNDIFN-BIREIL, T LAESE - BbE &3 eoBRR L ST 5.
HRRE=, LARZE, AN, SURET, THE—, PREE LR, BRaor, fad,
BEARB— 97 7 TR Y AGURGPERARRER OBRIRBORE. ARRAREL 25:327-342,2008

I. BREFR
1. Mgk
1) miEHT 7 7HRY 4 (AQP4) Hiik

e BN IE TP ICTAQPATUA % FEFA 4 5 = L Fujiwara2011) Th 523, Z OFHLAQP4
PR DOBREEICITFEFICEZLDOLDORH Y, REREELINLTWR (Jarius2010,
Galletta2010) . F/HIEE L T OFEAE R 1ITRTA, BRATISLL DR DS
FREEARE SN TS, HREMBRILS, b MAQP4Z L SH -t MEIEE (HEK)
29340k & B W iFE O OMIEZ FEE & U7 Eia k720 Lilow cytometry, HLEfE L 72
AQP4AEHZ W LA - MMM A EE & LRV LE BT v 21,
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2. ERZE
PLAQPAFUR LIS The b HELR R RURZ BHRBLE, AR OMRIFTA TH 5. BRAFRARRE
IIRIED -6, T258FHE H 5\ idshort inversion time recovery (STIR) B CTEEE*E
L, ARV=ULIEIVEZDREH 5. fRErTIL, FLEABTH > THARKER DK
BRMRICSTIR COBEEBXCCAER IR E A5 Z & 3% <, FRTA AR R SR
XETRSRERAOND ZLbHD. R LRGBS LELRDOITHEMRFERTH Y,
FRARREEENE CIIt RO ZEE L 7 ) A — 2 A7, B OT2MFAECSTIRE: Tt
AQP4BEHERMRRFERE T ERETHZ EBE. Lizho T, HARKER (RARE
e 2 £ O HAPRAR) & RAREEENE & ORI EEMRIN VA TH 5.
LPINMOIZ R & FHICREDR A LN D b O L ER SN, 1999FONMOZ W EAET
b FIERFOTR BN IR & FREICIRA T2 LR S 11TV 5 Wingerchuk1999) . L2 L,
ZDOHNMOBEE THMRITIIMANIREN L B D 2 L BHRE S, FRICHEKRTHE, M
B, BNEE S EREALCTH D 2 &0 LN SN2 Pittock2006) . HAETIE, NMOD
GEESMRIEG DRI, OFFEALIAQPA EEITHI L TV HEME, HIUMR=E, +
R 7B JE B, GERERE R, 048, FUR TERICZ Y, @ERIERMEDORHE L L Tcloud like
enhancement# 29 %, Q@LELAXFME, LERMEZETZLNBN EBHITLND
157K2010) .
Wingerchuk DM, Hogancamp WF, O’Brien PC, Weinshenker BG: The clinical course of
neuromyelitis optica (Devic’s syndrome). Neurology 53:1107-1114,1999
Pittock Sd, Weinshenker BG, Lucchinetti CF, Wingerchuk DM, Corboy JR, et al:
Neuromyelitis optica brain lesions localized at sites of high aquaporin 4 expression.
Arch Neurol 63:964-968,2006
HRET : NMODEEHIMRIN: b 7= FRRAE DO F5%. BRAIN and NERVE 62:933-943,2010

M. &ERIZHT

-73 -



O WBEMERARRA (SRR O BEZ)

© FFEMEHRARR

@ BIEFFRMERIEMEARARSE chronic relapsing inflammatory optic neuropathy (CRION)
UL USRI T, RRICERBKIEBN R 7217 T < FER IRV BRI VIR R 72 K DK R &

O RIEMRARIE T, B3 L EMEFEE T 5. BRREITHAQPAS RN & B

T 50, HREBREREE ORENEAER, AT a4 NIRRT 2RARE25.

Kidd D, Burton G, Plant GT, Graham EM: Chronic relapsing inflammatory optic

neuropathy (CRION). Brain 126:276-284,2003
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I. 2HEEY - FRERFORR

BIRE S CIIHTAQPATLIA B ER AR 12 56f L T b, AMEIEELIC/IE - BRFOGESE
FEEAD I TR O 1= OIaH THRAMESTER SNz b Dldzwny. Lo T, T TIZMS®
NMOIZFWTHAMSTER SN TV BIRED, FLAQPATUIRB IR IC b ARk DR
N DFERERS Y, FORRMEICESHIIREOEFRENEEINTWHITBE 20,
1. BIBRREATaA FIE (A7 a1 K)

AFNT L R=rY121000mg/H 3 MRBEEAFERSTH2OE17 -V ETHRT
0o ROV APRIEIZ LY, —EROHTAQPAGMERAMIRR K EE D INITEI H 5 W ITthx I
EIET 2. ZOEIET 2 HE XRMRE 20 CHAQPATUA DRAE N STV A AL 20
TORBATEBROBETH DL, RV EICE EER L HEESN TS, EFE—BH
THENIRDZ LN TS, BREZERVIET S BICHREMEHRTIZLnd 5 L baEbN
TWER, ZTRHFDOTET U AIFEELRY. 7277, FIAQPAFUEOFAENRIE SN S
X2, NVARERICHUAERED T N0 —EDOMRERNDH D EEZ B,
B 2 BRI 2 T - TH U T O MR LRIEORNIHIT T X LT ERAbH TR
2012) .

2. ML Eplasamapheresis (PP)

NMODEMHEREER IS L CIEPPIFERATH Y, FICER A 2% 2T A EREO&WE
EOHEBEOERATIZ, AT uA K2 OLAFETHRSE LN VIEEE, B LPPE
HATTHZEMEELWE ENTWAMSHTA RTAY) . AT uA RV REEELRWD
L27 —/VER L THHRABLBEOHRLNRWAFERFICK LT, BEXBRAIHENREE
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RSV REIEIZ S & eV CPPAAT 5 2 L IC £ Y I FHTAQPAFLIRIIFEITRI D FHI15% £ T
B> 9 5Kim2013) . AQP4IT & - THEHREE & & b I HRARREAN R AT i - BESEME O %
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TR,
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DFPPCix M ey (—kE) CHBEL7=miE%, = ocmEsomes (TR
S, L@ Lenwr a7 Y e SO BEEYE & NI BERNE L, BREALE
WET 5T VT IR EREPICRT. ZREIIEADOKRE SBER DL OBV DY
HY INEENGTTY, WWREREEZ D Z & TRRD S TERKEEME 4 RET S
TENEREL 2D, HREAITAT A ROV REENEH O, MERHE T2 2
AT & FER REEA & 72 L, SEBINZDFPPEATV MR 4 IR OE %R & 7= LT ERIHRE
Munemoto2011) X2, 85 TDFPPZ AT\ 645 T (tR B IL241) & A 7 #1145 Yoshida2010)
RERHD.

BAESR, TIRH AN, KEEAEY, REFEA, BNz, ML, ABREMN, hik
B, B)IME—, RH3CIR, EEE, L@, EE#K : Neuromyalitis opticads J Ot
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MAEBERE CHoBE L7 i a2 ORED T ATEB L, HRE L BIROICRERET
HFETHD. PE LITER Y MEEIEE L W OBHIRSAE LR R85 5. BEIC
XNV T R 7B A RET DALY —®TR-350 IZ L 0 SEEA KRS SHiilE R
ERETD.
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PETIE, oy gy, MRE#EREOTF 7 0 T —KiG, BRREDY R T &
5. FElz, SERERES ZEREEIRE T H KEFIR~OB BN 7 — 7 AR AL MRS O
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BRI R AV R EASRE Z 17U 400mg/ ik Ekg/ B OFRIR A %5 B [B1E B 1T
T5. BWERE LTEIT 74 7% —, B, B2, FBE, /D), HigERE,
EEMRRS, GBS, WMHEEREDRH D, £ OREEITHEAR.
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