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Neuromyelitis Optica and Autoantibodies to Aquaporin

Kohei OTA

Faculty of Science, Tokyo University of Science

Department of Neurology, Tokyo Women's Medical University, School of Medicine

Neuromyelitis optica (NMO), also known as Devic’s disease, is thought to be a severe inflammatory demyeli-

nating disease of the central nervous system (CNS) that mainly involves the optic nerve and spinal cord. Because

of the clinical and pathological manifestation, NMO is considered as a severe form of multiple sclerosis (MS). Here

in Japan, it is not only diagnosed as optic-spinal MS, but is often treated with an immunomodulating agent, inter-

feron beta. In 2004, NMO-IgG or an autoantibody to aquaporin-4 of perivascular astroglia and ependymal cells of

the CNS, which is a first specific marker of the demyelinating disease, was identified in the serum of NMO pa-
tients, and clearly distinguished NMO from MS. Therefore, the pathogenesis and treatment of NMO might be dif-
ferent from that of MS. For a reference on an advanced management of a patient with NMO, recently reported

data on the clinical features and possible treatments of NMO are reviewed and summarized in this article.

Key words: neuromyelitis optica, Devic’s disease, multiple sclerosis, aquaporin, NMO-IgG

U BHIC

INE THMEERE (neuromyelitis optica :
NMO) /Devic %% & % 38 ¥ WL i (multiple sclero-
sis : MS) (3R MR RO SIESBRMERAE L LT—
DOWEMMZITE LD ONT W, HHEEY, BE
FRBIIR RN E L, ZORMBIIBEL 2R
CONTEL2? MBOREIAHOFE T, Th
TS L7RBE LTI FTRIEES L h o
72, |, NMO BE M IR0 7 7 7R
¥ (aquaporin : AQP) AR 24k (NMO-1gG/
L AQP4 HUfk) ASEEHAE MY, ik h NMO 13 MS
ERLDFREL AT LI EDELAICHON T
&2 ZORIATIE, TIHREOHICHE SN
NMO O¥iR% 5% 2T, ZOHKRNER & iGRE
ZonTF L.

1. 7OFRY>

AR Y VIREZER oMK X ) Bb o

RENOBEEINTYD. U VIEEDOBUKELED 720
FREMEY BRI IB A S IR 2 @8 525, K
B E OEBIIIFR 2 BENER kT v~ R )L)
PLETHL. RE, KOERIZH KT Z2EES
HHKF v ¥ ANVOFEDPHER SN T72h8, 1992
4E, Johns Hopkins K% ® Agre lLIZ k> Tiz Lo
THRIMERE Y 28kDa (73 /B8, #3001 OBE
HBEHTHS AQPAKF Yy A NVELTHESN
7o, AT OFERICE D 20034, S — N VALEE R
ZEINZZLEATY, AQPIZ X kD% T4
WHRICBILEELRFEDO DO THo/22 EHH
PbNDL. TOBRDOIDFTEHEOERLFIBIZLD
AQP DAEBM LB XICL ET ST, ST T LJRAE
EOMEDHLNC o TWBE?™. AQP IEk < £
AR oA LI I 1I3EEO 74 Vv 7 4+ —
ADFEEINT WS, KOBEEICEE L 728Kk
BICEBEICHEL, BEOAQPTA YV 7+ —4R
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EELTENETNORELHE) LEZEZON TS,
MRBEANTII4 BRTHEEL, REEARTENRT
k% 157 FoMlEN~NBa 3¢5, 72, 5
AQP 3K TIE R 7Y v u—VRREKE, 70T
A N4 F TR, HWTIICOLENAZBEMAS
HHHEBOHOSPE o TWAE. EHITKSTFIZH
FANNDHR TR, FHICE o TSN L S
HMIRAANBET 5 Dbl Twa,

bR T & AQP1, AQP3, AQP4, AQP9 D ZI A
FIZALEDLNED, $FICAQP4IET A buaiA b
D7) TR (RZEE) RHE LIRSS
HL, yrvhavqgvzbovAbar)h o
FERHICLVEBINERNIHFELTWSY. TA b
O ¥ 4 b2 EAQP4IZ i 2 T AQP3, AQP5,
AQP8, AQP9 2SREHL L TWw 5. X 512 AQPIL 13 Mk#E
JEFEICHBL, £V ITF Y Fuy 4 Mk AQPS
D, MFEMHIZIE AQP3, AQP5, AQP8 D F I A3k
RENTWAS.

AQP L9 & DIETIE AQP2 RBIOEAE
B URERIC—&D o TWBEY, ZORETIE
BEHRBESAONS. T, KEERCHAT S
AQPO ISHIBEEORIEEE AT H I L HRB I N,
RIET T ATEHANEIER S NS, S 5 IHERER
RN E O WM AQPS AL, Yo —
7V UIEBEHETIE AQPS OREFEWIN TV S,
—%, TA oYL MCEHRT S AQP4 IZMBEZER
BifESS 7 & CRRRERERICH S BES LTw 3.
AQPA BIEFOBIEICI ) AQPADRBRE * &
72 U7z EBRENY CLIE ) b U Y A VERNTRIE O B A
BEshTws, /-, WEECIHRYFEDOAT
37, ZOREBBTORIALBHEIN TS,
ELICESMbOMEERBE T3 AQP4 O FEH LD
AbN, FERICEBERELR BT 5 USET A b
T A FTH AQPA DEIIITHEL A L O 5 NjpHiE
2BE LTV,

2. NMO &#H##EE5EE MS

1870 4F, Albutt 2 & D FHEK L BimMRERZ G L
72 NMO O BADOIEFIERE ST b N7z, Z Dk, 1894
4E1Z Devic & Gault (X HER 161 & FivF TOCEHF
16 Bl % AT LEBME L HHRREL R T2 —HORK
BEEE Lz 2072045 H T Devic JIEEE, &
A Wik Devic 7 & FEENL 5 28, FDOMESITIEH W
F VT, MS &0 72 PR SENE, DR E
D, HONFEAEBEEREREO-IE LITLIE
ARENTW UL, EEREMARREFHRE
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PHRATEZ Y, %R LEHAEORER &
D, RHEFEMICIZERCEIE L BN TH Y,
MS LR HECHEMIN TV

ARIRDO MS 1ML FRECBRBT20hw o1
FRREBER MS (optic spinal MS : OSMS) D EI&HS
B L, FOBRNERIE NMO LHEM RIS WY, 3
bb, BEEHIIVERTHS, B/ B
I, BEEE LVBVEEE BRESIEEAL
AL, BWERIRE, RO m, K
Wt ) I a—FvIgG /N v K (oligoclonal IgG
band : OB) FalhsE, HORIEREOGHVALNS
RENEBEE L TETFONS, RICIEEHZ
T X 9 T BE T B 25 R0 DU SRR R %) BR B 72 & D
WM EHAZE GV DevicREEZONLH S L
XL IE OSMS & 27 LIGIEI T b I T Wz BEH
W b.

3. NMO Dz & ERRAVAFE

1999 4E, Wingerchuk (& Mayo Clinic T® 71 D
NMO DEERMFEEZ BT L, FBOdH5—2 0Dk
BHNTHALEMALL. ChFETEZOLNTW
PEICHERZRTHIESE < NMO © 90% 3 H¥*E%
AL DTV, RARK L BRERAER L TRIET
AE LN Y, FEHA, BECLoTiZETNLU LD
Mz b o CTHEREFALNLTVAS. BHEII/NE»S
EEE T CHERICHOAT HHY, MSITHARED
ERIETH Y, ERENICKENELC (272 LEM
HECTRIEIEBRRLEIFRLTH D), BRELEEE
MS &Y d@Ewv. ANEELEZELEHLATIIEY
25, ARFTOMS OAFHE L FHRE TOH AQPL
PEGHEPOMETL L 10 ALY 1~2 A
BEOBENVLLEEDNS.

NMO EAKFW THOKEE 2 5 13 I3 HF M4 &
diod, SHEERCHOEE, RRICISSHRED SIEREIC AT T3
MR DL EICHER T % FREHZ (longitudinally exten-
sive spinal cord lesion : LESCL) Z££9. LiX LT
PEORE L IRELT ORERE, BELEE L
NTRERTER R E 25, MATHIREZ & 72T
9 LEELRBEMBERD L V. $7- NMO DF 6 F)
WIF L A EEBREREETH BB RMREL AL DL T
ELHLNERSTWEY, KIEEHRBEOUT T A
HTRELRERHBIHE (RICITTRED O RIS
WRTS)BFICALNEY. S HICHBMRE D R
BTHE, ZNSORKREIEMS TOMREINZ
MRI Fr B (Barkhof, Paty 5@ MRI ##) & 13855
PICRL D Z L5 NMO OB E#ED—D D 5M
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ELTHRHAINTW S, BEHMRE CIIL M InER
BN O BERM BRI I (>50/mm’), & Fp Bk A
(>5/mm*) /7R L, OB ®HERIIMM T & 24
THAHY. S HIZHOHAERMO HORERBROS
P ALN B,

4. NMO & NMO-IgG D% R

2004 4, Lennon {Z NMO OB E MBI L h <
ARAERE D HE, KA ENOBUNIE, BRI B
T AL, Virchow-Robin BEQEF Yt & h b 2 &
R L, BHEIMERIC~ Y 2RI T 55
BPuk (NMO-IgG) 2SHEHET A L W L7227,
NMO-IgG D K E & 5§ R 1d 45 A © NMO THE
THEENEFNT33 & 909% THho72. 72, NMO
NA ) A7 B (MS © MRI 3% 2§ 724 Bm 2 53
%, SHERDL EOBEIHRE R A & D 5 EREEfE
KD RAET 5 BMIER) OBRBMERIZ 45.7% (16/
3BN)THo7275 —J, HAFHHKEICL ) NMO
A2 ST, BRI MS BTSN BED
PURBPESRIX 9.1% (2/22 \) L fETH -7, 72,
NMO WIS YR 7 BEOREERG T 12 A
DHAEN OSMS O RKEE L FFREIZFh 2N 583 &
100% Z&~ L, BRIZEEEIXSE <, NMO & NMO
FH G723 OSMS 1ZF — DR B TH 5 0 g8
iR R Sz, NMO B & MS # & OEEREIRD
H#TId NMO-IgG O, 3HERLL EOBRERZE
BERERAEICH 9 FRBIE NMO THEICZ L, 2V T
BE R E (OB REYE7Z v L IgGindex E5i3 MS T
Zv) LREER (NMO Tt & ) SR RE) 1281
B ENRIE S .
COHEITNMO o EM e B, BB
EDOHDIHIRWIZEBR L 7.

5. NMO ZHE% & NMO/NMO BEE&R BB
PR R L FHRZIILETH Y, S 512 LESCL,
MS 5 L< Wi MRIFTF R (Paty @ MRI i),
NMO-IgG DFEHD 3 &0 > b o %+ L
W& D NMO BRI OFRE L KEEZ MR- TV DY,
NMO OB 2 ERREERA X D BBREIC R D, Juik
(NMO-IgG, #IiCH AQP4 Hifk) DERENE W
EBEAICHOLPE D, NMO OFEHEIH- 72,
FABTERIARE %, RS &% NMO A V) A 7 B,
F 7213 NMO BB & LTl vy, —EHOKE
HAELTELDHEEZ DDA, L, S50
e FFBESTIE NMO-IgG D PEERIZ 45% (1/22 A\)
L LESCL % 4% 9 BB F A L BH O M Ic R
BIRREASTTRE E B,

6. Clinically isolated syndrome (CIS) TOHitki5
MOES
CISBEICNMO O WAREL L TEDTAHS
&, TAEBIOADNMO LB shs®. LESCL
#4795 CIS TNMO-IgG Bt oa, Fokhol
EROEBBEZHIH CHEME WIN) LML
(1/9N) DRE3EEE L, —T5, PRI FERE
X1 AD %L (0/14 N) 3L AQP4 PLik iz 3% Tl
THRTFELELTERTH LI EHIRENT.

7. NMO-1gG O E 8 it & NMO-IgG/#t AQP4
RO BIEE

Lennon 5 I NMO-IgG D FE R IZ5 & &, #
2005 £EIC AQP4 EIZTHEA L MEEEML (HEK-
203 fE) LT AT vk LA REMILLT
NMO-IgG 12 AQP4 1203 22k TH L L %
FAEFA L 727, ¥72, NMO-IgG i3 AQP4 ofs&T5 Y
A ~a ) h YEERO % R L T B REN:
BRSNS, RBILRIE THRT % & BEIME
ZEAAQPA DAIIIGL, OY A bar Y h v
BERERBE T AEACIIRISE RS ol &
512 AQP4 FHHIIHE L #E R F M D Ranvier ik
JHE D7) 7RI, OS2 NMO-1gG @
BRERY), REOBEY &b PR EINT
Wh. 20, MOk T I AQP4 FEOHIEE
HIHES. S NPT NMO % MS TH AQP4 Hufk o #i
R EBRIERPBREI R & o BERORE2Th R
TWb. & 512 ELISA R Bt Mk e &
Ml % v Wil Bk TOFERED? D 2 ST
Wwa,

8. NMO (21T 5 NMO-1gG/Ht AQP4 Hifkkatd
NMO 2 #1372 LTdH F D 10~25% D BET
I NMO-IgG il Th 5. #0HH L L TNMO
DFBWHELETIE NMO TR WERBZZIZIZBRA L
ENev (BELHEMIZ 0% 282 575, bk
WE % T H 5 MHEFEHAREOKE DR, Lennon
5 DRMOEFE TR E L THWz0E~ Y
ZHEETH Y ORI L AHEROE N, X512
HIEHENER ETHRENZ, —2lE (AQP4
LAV OBMTROFER E, WL OO DS
HRINTVS,

9. NMO MOiRIEFTR & AQP4

Misu 5% 12 AO NMO B2 0 R & LT, &
B RREE2ITo72. ZRUICX 5 & NMOWRHET
X JL # 7 AQP4 & glial fibrillary acidic protein
(GFAP) DR % & &, 0Ll TH 5 C9
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LREZTTY) Y OWEVE UBMICALNRTY
5. TR EE o M RIS W TEH
Tholz. Lo L MBP OFaMIZ AQP4 % GFAP
DOPFE I HARIER T2, —F, MS O kst
T AQP4 BT L RN b D, L AR
LTz, EWNETIE AQP4 oM idaE LY
LIKEEIC L DV, FHEEKICALATVS.
DL RIHEHEANFHIE AQPL OBLE LR
EOEETLHTA MY A MOREED NMO DJFRE
DAETHAUEHEELRL TS,

Roemer 5*3H NMO Tia MS &13®% 0, REL
fze T AR MBI RET 1T ¥ RH
RLAE DA SN, MEFBFREOENHURIIN T 5
HRIEDTRE N R RE 2 H TVD LHEEL T
5. #5139 A NMO x4 & LT AQP4 53D
BRI DOWTMS &tk L7z, MS Tiddiiic Ly
AQP4 DFiFEIZ A SNIz5, ZHUIH LTNMO T
B ORERRETMIC 2L ST, LORYT
b AQP4 DLFEIIA L OO, KIERFEHRETO
AQP4 ODRENIBEN TH o7 L BT S, Zh
5 ORRHEF BT AE AL 2 M) B AQP4 T
o NMO JRZE DO L L CoREI%Z X HFLTwAS
LTS,

Sinclair 5% 3% NMO Tld AQP4 DRI T L
TWwW5), MSORERIEEICAZSHE T AQP4
OFRBIILLAMIML, ZOo0RBTIIELLRE
BEPTRREINE BTV,

10. ®EZFIEE (X)

il & 2 OFRERIZ & Y FRifH O NMO-1gG A iE N
M E R T THRETTELREL, AQP4 O
st ¥ b — 712 NMO-1gG 2563 5 & AQP4
BHIFBAANEY AT, & 512 AQP4 DRSS
FEC ATREMAERH S TwaY. 72, §i AQP4
Pidkid IgM Tid %2 { & MIZBW T EE ARG T
L7275 ATHDHIgGl THHIEBNHLNIZE
N7z, Pt AQPA PR DOPURADHKEE & A DOTE AL
AT Y, AN RS M & B TTHE & T ER LR
Eo M E F BB~ ORE" L BEOBH LB E
BT D 2 EDRIEEN L EERF L LT ZE X
LNTW5. F72, %3 25 NMO Tl A
EN—EORREETHI LD ISR FOM
BaRBELTWwA,

11. FFBO#H AQP4 HiikkE1E% ORRREVFE

Bk L72Z& <, NMO##EZH-TI12AD
OSMS TARFEHFI & L Ti3#)D T NMO-IgG Ol A3
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M HIAGP4HE

® 77Ky v EBRRRE

7)) THIOERO —HRIZMERICKRboTBY, &
BOZ Oy EIMEEE ) TRELFATYVS.
BEREMIEOB Y 1L 07 7THRIROKEHED
BNTWh, T, WEEEENZRYBOCKEKEE O
FICIZEEEYSSH ), ZoREBRICHET 270 7HM
Homs%d 7)) 7TEEERIELFHR LTS, 777
K1) v-4 (aquaporind : AQP4) ZZ D7) THER S
) TEEERBICEEL TS, HREHMETIRS
DA EHBRRRIE T T T Y OLETAON, AQP4L
% HERY & 3 5 NMO-IgG/Ht AQP4 HLADSFEIH & 1, ¥R/
BAOBESPEBINLTYS. AQPADOMBEA - ¥
P =TI O HCHASEAT B LIRAD AQP4 IH
BN AT N, X512 AQP4 O RREIFRE 5
¥ 72, OB MR O & EETTHEICE] &
e &, MBI ORI, MR O MR~ O FEH
LHBEESERE SRS, £, AQPLDOKRGTTOE
BREOMKRE, MBNOFELZ BRI EL TR E
Zbhb,

IThh?. 2ok, ENTHEEOMR TI AQP4
PRI AT BE & 72 D FUARR G OERIRRIZIR 4 12
HorLhoTna,

1) NMO-IgG/¥t AQP4 Hifk DBl & F ¥ & B =
(£1)

Tanaka K 5?iZ Lennon 5 & [8 % @ AQP4 & =&
T3 A HEK-293 #ifig % 21 & U7z M EOthigE
ZHWTH AQPA PR Z W E L 72, MSEZE DOH
AQP4 BB 1SR 1 302% (16/53 N) TdH - 7=
LESCL ##£% OSMS (OSMS/LESCL) ®O#uikk4
13 615% (16/26 N) L& <, —F, LESCL 4
b7\ OSMS (6 A) % LESCL % 4 72 v il 81 1Y
MS (21 AN), fhosifERE (28 A), BFE A (10
AN) TRIEBEREAEDRPo72. S5
OSMS/LESCL THl AQP4 ARG EE 1 T_CTL M
TdH Y (AQPA PR E CIIBEMEMN 1L ATH-7)
HEELHNEE (7/16 N) BEho72hs, Fin, ex-
panded disability status scale (EDSS), W%z
PRt E L DEEAR LD R o7 S DOBOHE
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e R (B 48 H AMBZEFEIRE, 2007) T
OSMS To i AQP4 HifkfatEa 13 27.6% (140/508
N)THo7zh, wHiE MS © 86 AN TlEHikidm &
Dot

Tanaka M 5®i% # % 128 A ® MS (McDonald
critera) THL AQP4 iR 2K L7225, PRkt
13 195% (25/128 \) TH o7z, F72, LESCL 24
T 5 MS B#% (MS/LESCL) O¥EBEERIZ 556%
(25/45 N\) TH o 72. BROLEIEE S MS/
LESCL OfitikbatEsE (22 N) TIXEME (18 A) 12
RARERERIEL, BEORIEENS, -7, F
7o, BHEMHEATHBRETE L) BuitkEtE
2L, FHEMHEERESREREL RBT 5 R
EERLTWA, /2, LESCL b 2w MS (83
N) T3Pt AQP4 PRI &BIBRMETH - 72, EHIC
OSMS O ¢ LESCL ® 3t AQP4 Hifk % fEb %21 9
ADBRB S, HERAN OSMS (21 NMO &3R4k 5
—HENEEINTWEZ LA REINT.

Takahashi 5#1& NMO(23 A\), NMO A 1 A Z
B (2 N), 2WrEFEMS (Poser criteria : 53 A),
CIS (10 A), ZofiomEE GON) 2HR L LT
AQP4 E1FE A HEK-293 filfa % v 7z B3 306
PUREETHL AQPA PLfR 2 % L7z, NMO A 1 A
7 BIIBIRE & b 2o WSS MR 2, LESCL
) FRER, ARSI/ 721 SHAL T OF
PR CIORZEN NMO ICART 2 BEVE T NG,
NMO, ¥ & U'NMO /1 Y A 7 B0 AQP4 Hufk
DEEHERIZZNZN 909% (20/22 N) & 846% (11/
13N) THY, BWiHEE MS & CIS 27 Do
WIEPARBERIZIAD B ST, NMO, BX U
NMO A ) A7 #TORREIZ100% Th - 7-.
¥ 72, PUAQP4 PRI D 21 A T3 NMO-IgG 3
FIEIZEIE L7245, NMO-IgG 329 b 15 AD A
THHETH Y, NMO-IgG i & 0 o ol 2%
DEEFBNWI LATRENTZ. SHLICHMREDOERE
X P AQPAPURMIZIERBI L, F 72, $LAQP4
PUARMGIEERICL VT35 2 & bER SN

Nakashima® i3 35 A® MS (OSMS 19 A, &M
MS3 A, #FEE MS 13 A) T NMO-IgG % [Hj#Ht
PrikE:CHlE L7228, OSMS T632% (12/19 A),
WER MS T154% (2/13 N) OBHERTH - 7.
& 512 NMO-IgG Batk MS (14 A) & NMO-IgG &t
OSMS (7 N) & DBITHERIREIRE MRI RO
iR E O E KA. TORE, LESCL o4 B
(ZNEN929% & 57.1%) LIHEFLUT DL (£
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NENS0 & 0%) PHAGEFN CTHEREICEEET
Hotz. T, PAQPAHKREEDOBERI MS (2
A) O MRI G %E MS & L CIdSE#BIN TH -
T2eELTWS.

Matsuoka® d ¥ 72, AQP4 &1z F & A HEK-293
MR % FH W 7o E BOLHUREE C© 113 A D BT E
MS (Poser criteria) TH AQPA ¥k HIE L, R
R & MR & OBEZ T L7, MS97 A&
119 A T i [ BE 12 NMO-IgG % #ll & L 72 25,
NMO-IgG B TH AQ4 kB 3 ATAH L D
51, NMO-IgG I, 1S DRIEHEO R
PR RED TH o 72 (REE 83.3%, HFEFE 100.0%).
Pt AQP4 ¥t 4K B 7 Z (X OSMS T it 27.1% (13/48
N), WEEIMS TIiE56% (3/64 N) THY, gk
BLY, FHOWENGRET S MS11 ATIIBEHEE
FTWwihoiz, 7, BEMEBREEFRELATI4A
HF1ATEETH o 7205, homiERE G2 A) ®
EH 35 N) TRIVRBEEZEE AL DL
OSMS/LESCL ToO#i AQP4 PLiE DGR 35.5%
(11/31 N) T#H o 72%%, OSMS/LESCL T Barkhof
OMRIZ W R¥E L2229 EEZOPFRE MR
556% (5/9 N) & ELICEMEERLA. B AQP4
PUikEE MS & 5T AQP4 Hufkkatk OSMS, #t AQP4
Ptk et @ a B MS & OBFKFRE o g T, i
AQP4 FrfkFtE MS & Hit AQP4 Pifk et #E R MS
CIZE R BRI ZIR L2AS, WE CTIIEPORM MRI
FiREETHZ LA RO TAONL. T £
RN TIEPL AQPA PUARRG M I X B HRE D A D
HEIZHBEL, OSMS &) EEE#HE % LESCL ®
BHICIEEZAE DR o2 & HICH AQP4
PokBs ¥ MS TNMO O R # % iz L7- BF (Pt
AQP4 HURBEHE MS/NMO : 14 A) L4 AQP4 $ifk
B OSMS/LESCL (18 A) 13t AQP4 Hifkkaid#
HHR MS IR EDSS %5 £, EREOHIMAER, B
Wit BHRAOGBITEEE CTh -7z T72, L AQP4
PofkBatE MS/NMO TIX R, BEFE, B Ok
DM, Barkhof © MRI Wi % i 72 373150
AQP4 Btk B OSMS/LESCL I R B % R L
7z. & 5T interferon (IFN) B DIEHER R 1LPL AQP4
Pik B tE MS/NMO T3 4E B BRI # M (1.8~
23/%) L7225 Pu AQP4 FifkE P OSMS/LESCL

EEREFNRED (14—06/4) L, ¥ AQP4HE
et OSMS/LESCL i3 NMO & 138 %: 5 —8TH 5
Z AR E N

BH, #Z#oOVEIANF 2094 VARKEHRY AT A
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W& M2 AQP4 2R & 35 ELISA I X A4
AQPAHI A DRI E R &2 FEM L 72, Z Wi HEEMS
(Poser criteria : 43 \) OHAARBGERIL 256% (11/
B3N)Tholz. —F, BEANOVRGERIZ52%
(1/19 N) TH - 7275, PikBETED MS Tid NMO
E—HT DR EEE L TV 51370,
FEGIE A B LI ORISR 2 HME L Tn 5.

AT S 9 A D OSMS @ Ht AQP4 Hi 4 I 1t &
BT LD, 556% (5/9 N) OBHERTH - 72.
PRREED 5 NiZT_XCTLESCLEZALTHY, &
SIZERRFER Z PR BB RE L, IFNB % ff
L7723 ATEIWTNARREAR LD LD o7z,

2% ¥ TIEMB % H v v Paul 570l & 3
EZORRERBNT B, O TS RE LS T
YL AQP4 Ptk D#IE 2 L 72, $T AQP4 Hiik DB
X NMO T568% (21/37 \), #EWitEH B4 <&
100% (6/6 N\), *EREETIZ 1.7% (5/291 ) TH
D, 9T AQPA PUIRDIFREIL 972% TH o7z —H,
MS DL AQP4 HURRE =1 2.8% (4/144 N), fhod
MR AT 14% (/73 N), Vo ~FHEETO%
(0/45 N), BEEZEDOZNIZ0% (0/29 N) &Kk
PHERIIEMETDH - 72, MS TH AQP4 HitkBat o 4
MNETRTEBIERE A L2DS, HERZEIE 3 Mk
UFTholz. SHLICHMBREIHD LHITALR
7205, ZO4ANOHRILIE A Yy A THEEYDEYD
BETH o 72, MOMBEERBETIIFREEEED 1
MNIZHL AQP4 Pifkh A & b 5, Hit AQP4 Bkl &
FIIHEBEMEDLDH D NMO & MS Rk iz &
HIERNT B EDVRETH 572 L BT3B,

2) PLAQPAHURBEEBIOF L o (1)

NMO-IgG/#t AQP4 Hi/kd NMO TOFMEER (&
BE) 138 60%, 4FEEEIZ 0% U ETHEH. —F, H
B i Bl & & 0 % ¥ o MS 6 T @ NMO-IgG/#t
AQPA Bk @ B T = 13 15~28% (Matsuoka & :
142%, TanakaM & :195%, FJII, FHd : 256%,
Tanaka K & : 302%) &WEASH 545, ZIIEHIEXS
G0 (GRS ORI D G h &) ) R
W8 3 o E v (Matsuoka, Tanaka M, Tanaka K
BB TRI, HSELISAE) X D&
AVWREVTHA). OSMS RS LHBEHIZLD
Z3H 50, Pk (Matsuoka 5 1 27.1%,
Tanaka K % :50.0%, /M5 :556%, Nakashima
B 1632%) 35T 5. E5ICLESCL2A D5
MS/LESCL % OSMS/LESCL Tl Hufkks =1 &
SICE L %5, ¥ 72, NMO-IgG/Hi AQP4 Hiitk @

MS/LESCL, Z 721k OSMS/LESCL (2B} 545 REE
(& NMO/NMO N4 1) 2 27 B & AR 90% LI ET
HbH. Bz b E, NMO-IgG/Hl AQP4 bitkz A
TAHMSEZITIZ & A EMS/LESCL, ¥ 72 1%
OSMS/LESCL IZ&HFNhTWwWhH I LiZh 5.

Pt AQP4 PifkBEME MS T LESCL 24 ¢ 2 84
A B L, Tanaka M 51380 AQP4 HifkEE1E MS(25
AN) TIZTXTLESCL # 4 L, Matsuoka & % #T
AQP4 HifkFYE MS @ LESCL i3 81.3% 12 & S,
fi D5 < D FHAR ISP AQP4 PitkBEYE MS T3 &
WLESCLRAEE A L, ¥ AQP4 UK 7248
LESCL #fEb R VWEEIZZI L v, —F, #it
AQP4 fiLfkE: MS T» LESCL DA% (Tanaka
M & :194%, TanakaK & : 27.0%, Matsuoka & ¥
AQP4 3T 4K B& Tk OSMS : 57.1%, Matsuoka 5 ¥t
AQP4 FURREYE CMS : 294%) 1Z—#&ITEW 28, —
FEORIEASN, DI EH 5 LESCL 33t AQP4
U ORF L OMES HEE SN L. 72, OSMS
THL AQP4 Pifkd LESCL b 2B E D MS &k
5 ® % E 413 Tanaka K & @ 115% (6/53 A),
TanakaM & ® 70% (9/128 A\), Nakashima 5 @
86% (3/35 \), Matsuoka 5 ® 133% (15/113 A\)
LR 1EITHB.

3) Pt AQP4 BURB B O BRIRIEIR (£ 2)

NMO-IgG/HL AQP4 Hifk By 1 Bl 13 5 JiE 4F 5 25 1
{, BRELIBOHEND 5. HRERIE—RIC X
DEL, BEESMERLHEBIMEERRO SR
BRI RZOFEIEE . BRE D LI A
EHOTHBY, JLTA%L v, B ohn
138 2 €IS, OB BMERId 1~3 & L. A
X 1~6HDOBETHLEDTVEE, ThHDHRE
R NMO & BT % 0%\,

4) NMO-IgG/#L AQP4 HLRHIE & *F It

Dk, NMO-IgG/#t AQP4 SRR B D R
R A BT E 72 RIFCTIE T 7280 AQP4 LAk il
FEHER-—RIZDSTW RV EDL DY, BOT
EMENRIIFIREIND D, EDLH)REBETID
RARZHELZS5WWDOTHA I 2P NMO-I1gG/
PLAQPA RO R B REIIFEFIIE L, 612
NMO & MS L3R LZLWBOMEGIHEZ SN, &
DIEDOE WITZ W R BB OWREICK X % E %2 R
723 BURRETE B E O B AER R H i MRI TR
—IITMEBICL DV EL D, Bh—ED RFIIE
bRTwW5h, 20O NMOEELZH-THEESR
NMONA ) AZBEIEZDHAHATH BN, AR
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KA1 T b Ui NMO/NMO RS & W L,
BEFHERET S, ZOBE, KBHRER LESCL
OHEEIZIZZ DS RV,

LR BE M T LESCL % f£ b 72 > OSMS & —# 0
FAEEARIBCIIHE Sh, BER MS 2TV RS
FErOEFERMS & LTHEEZBIRT A2 L13E
B3 RETH5H. LESCL %o T 5 23tk
BEEZOHEEIMEE IV IEL2&PHY, H
TEDWEEDBEIFEREICHRENZ L DB D,
ZOx M2 DEZ T EITHRETTRELEEZD.

12. NMO Dk

NMO iZBEBEESZNIEELL 2L, BEICRD
REMEPBIMINTWE 2D, RSN % BRI
GEBIBIZE, ERIME)NFZEAETH S, BFRICH
TEHIETFT AL NVOEWIREIZ R, @R E
PR ELZHESMITEN TV WY,

1) SvEERARR

SYEEERE LTI MS LRI ATT 4 Ko
ADHEREINTWAS, T, MEELEEOR BT
LEEPPENTWS. Weinshenker 5?13 A 51
A ROV ZAEERREO NMO RSk % &
LM CEEO BB A 22 NI LTI &b
FEDO I U R F —N—RBBEE AT 72, TORKE, 421%
(8/19 N) \ZMIAEASHBF D BE R L E & A L D275,
HHE LA ol ERHEEIZI1259% (1/
19) ODADEETH 7. TOEBRLEZDITE
AEIENMO v LR RATH o2, Z
DOFRMBUIRC, BEF 2 BB LN THEEDT A
LNTWw5, Watanabe 5 3AFED X 714 FIEHT
PED NMO-1gG FatE B 6 A MR Bk % £t
LTH50% DAMUEEALDTVE. ZDLHIZAT
O A NIGRETIER IR EE S E o #igsl, &
FEBNIZ MR LB R A L M iEH 5. M
L D E RN BIE R A D SN T w598
L2 L, SEROWENS 2 5 AU L7z ThH D0
HCTHLRRPAONLEZ LD D,

2) HETH

BEEIEL, JVEEEOEVWCORBETIIH
EFPBIIEETH 5. Biak L7245 CIS TH NMO-
IgG OB EIIZTHREIE N EFEH SN T
BY, RUI»LOBEENPLEEINS. BOAT0A N
BEBIZICHVORED, BEIERBERO X
TaA F2OVAFEEICE EHRE, S =V ro
RA TN S, TOHREHERHERREICOWTIX
T2, HOLHITIEARL, X LAAEE R, Hd

BRILFMROBREVPATOA FREPRIC, T2
RETIE, AL, A704 FABEBTE %
WA D LRSS, Watanabe 53 A7 4
FWlkF D 9 A NMO &% X704 FHNREK
EENIRMMIZ T THERZHRAMEXITHEL
7. 7V F=vu Yy 10mg/H LT ORI oS
F: 10mg/HZBZ 22 NRLTWL BB OR
BRIDEFBICEL, BEICX > TS 10mg Ai gD
B EVSHRBEO—DDOHEZE L 5hH Lk,
RFEHHIFE (7 FF 4TI, I b FH v b0
YRHE) RVYF I TVOESEORE DL H .
Mandler 5?27 AONMO BEZ % 7L F=vna v
ETWFAT) L THEE L ZOREBREERE LT
W5, Ao Faf RSOV AEERICTL F=
vuary vy FE T a5 L 14ERICb
DitMz B o722 L% 5% {, EDSS Otk
# (FH82—40) dALNT. TOMEREIT L L
FIH S, BUE, NMO OEHFEO—D>OFRAL & %2 )
DOBHLH, LirL, WEHOLHRNT &, EFE
B THLHZ L, RENGETOMBR (BiEEE
OB Bk, 5%, XD IZEFVALXLVOEBN
MROBREPLETH D, SHIPEHTRDBH
IFFH MO UORIOT ) —VEBEET 2T
VYOEMEORED D L. T2, Erusy U
TEEY IEGIRE DO L NIV Th 525, HEE Dk
RaEns VX< 7 BHBRIIHT 284 TH
B0%, ) YNETEOEREDIIL S HSNT WS,
8 AD NMO BEWGH (REHHIEOR R A ik
VW, EERBRLRY) TUVF VYT ORERLE
B, ZDHH 6 NFFERED L, 7 NTHERER D%
BVHRON, DEBIOWRE TH 5 H53Z OFREILH
ENEY. UL, BROZ & i35 KTl
BIGE %L, FECBMTHL L0 HETHD.
3) Ry

N E TNMO iX MS & 2 & 1L IFNB R #s+©
B7o5F5~<— - TETF— VI THBEIMTDNRS
DL ol INSDEBRBIIAEMTH-
e THHMEDH LD, LoL, KBV TH,
IFNB ORI & 0 BB (FBREEOBM, #Hf
%, BRI OBREOHIMPEREOHBE) <
EERBIHA SN, NMO TD IFNB & IE—8,
BEETRIFNE R S &V, 2004 SE0 MS £ EFKRE
FREAERTIZLESCL #4835 B & T3 LESCL
DHRVBELY, EREOEBNLHKCTH 2
IFNB & 5B DWMERL W EAVRENTWA™,
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7z, MS T NMO %ZRMe5 58T R (LESCL, KB, R
WHERL ) 2 A9 5 6 AH 5 AV EIEOHEMR
PG EE T IFNB Ol % % < SN/zas, — 4,
MSTNMOZRBR¥ B A Vw4 ANEEB 1L
IFNB Z kBT i Tdh o 72, & 512HT AQP4 HUIKEG
£ NMO Z W ¥ % 55723 MS Tid IFNB A% T
DEREOBDITA S NI kLY AQP4 Hitk
Bt OSMS @ 5 AHt 3 A T IFNB A3 & 72 A%
SRR EDA SNV EOMEDONH 5. B
1, IFNBEEOEHMEICET 2 2ERAETHI
Tw5%, NMO % LESCL # 49 % MS T® IFNB
EROBEIUENRF SN FETDH .

BhiJI

L AQPA HLADHE THORENZIOVTIREI S %

LRV ND D, TR —I— & LTORRENE
BEL, 5%, ZobikE N L BRREOH S H
BN, BYLREFREOIINLEENS.
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