AR IR I ER R A e &R MRI /34— : Cloud-like enhancement

SHEMZEE FEE R
SEFEATIEE DR & TR, PP, BIRRZ
HREE

HARRERER (neuromyelitis optica: NMO) Tid, AMHRHACHFMHELEOLL LT, BHEEIZ
BIRENBSND ZERMBNTWS, LHL, NMO Ofd MRI ArRICEET 251340722 <. iz
NMO (285 BA 22 IR 28 O & BRI F 0 H T 72evy, bivbiuid, NMO ([ FF#AY 724 MRI p
RERWETZO, Had%i2 Lz NMO B3 18 #l, Z3MEM{LAE (multiple sclerosis: MS) B
39 Gl &xtg & L, 1LBT-MRI IZ351T D IR Z OPEIR & &R R RIS OV TRRET Lo, BERVIBARR R
BHOEEIRENPEHEL T DL D% cloud-like enhancement & U, ERAKH - OEEHL %
isolated enhancement & L7z, NMO {& Wingerchuk 2k (NMO-IgG O#b v 12H AQP4 i
{K[ELISA] % £ ). MS it McDonald ZKi MK SWNTRET L. MS O2#TH AQP4 Hilki [z
HTHDZ L EHR L, NMO @ 89%, MS @ 97% Cfil & DR NGRD b, SEHET
NMO @ 10 ] (566%), MS @ 13 #il (33%) T HiL, cloud-like enhancement /& NMO @ 9/10
il (90%), MS @ 1/13 ffil (8%) TiH &I (p=0.0001), Cloud-like enhancement iZ NMO (Z
RO MRIFTR EE 2N, ZORAEKF & L TH AQP4 HUiFIC X 2 ik fidBE fY O mE e

L~ DRIED P R B HEZE STz,

HEEH

RHPRENAR (neuromyelitis optica: NMO)
IR E FHE FICEETLRETHY . KF
¥ UL THD AQP4 kT 55Uk (Bt AQP4
P, NMO-IgG) NWEEICREE 352 LM b
NTWD, AQP4 ITHMERCEMOA 263,
RTE R EDORGPINC b IAFIPHICRB L T\ D Z
LN TEY, NMO x4 &35 MRI X
FAEE TOMET T, SEEICNRENRO b D
ZEPRESNTND,

NMO 2 £ %M {bJE (multiple sclerosis:
MS) L OEMPBUBEIZRLERTHY, NMO
W RS MRI R E LT, 3HERLL Lo E X
DOFREFREMNIL FSHILTV DD, BIRE O R
DWW TEHAIBRE S ThRy, 4E, bh
i, NMO (2R R0 MRI BT L% B 7e
T, MS B E LT, NMO Ol MRI
AT L2 1 H ARSI RRET LT,

THRERFEZRBHRNEE GRENED

HMRAE

(1) %% : NMO B2 18 il (Zotk 18 i, %
SEEHS 37.6 m%) . MS B 39 Il (Zoik 32 fil,
ERISIE A 29.7T 5%) xR E LTz, NMO i
Wingerchuk OF2WiEE (2006 4, SETHR) I
&SV T2 LI MS i3 McDonald #2#%
# (2005 ) Iob &SV LRI, 2k,
NMO-IgG O¥:b Y i 5 AQP4 Hifk (ELISA 1)
Z W3], MS 26T AQP4 HLiEA M <
HHZ BRI,

(2) Hik  TERFESSHBREED 1.5T-MRI
HECHREG LHB 2% EMICEHME L, W
FU =0 LER%HO T1 BHRHERIZBV T SR
FHARLEEOEEHRENEFE L TVDHI L%
cloud-like enhancement & L. BE5EAE R BE—
DERIRA % isolated enhancement & L7-, F
7=, T2 9Fm{%, FLAIR @i, T1 58:[E{% C
JRZE OMAR % B L | extensive, symmetrical,
cystic 72IRE DA MIZ OV CHRET L7, 72E, f
EIIREAE T T4 FELTTo T,



fﬁﬂﬁ’\d)ﬂﬂfe

ARFFEIZEE U T, TERF R FERESIIR R
JZUE%%WE%B}E@{ HHE %]gﬁ‘ LTiToT.
MRI FR RO ~OFRIAIIE L TITEENLITA
Ta—h K artr b EER, BAOERITHRL

TFRICHD Z ERRWVE I ICHILOEREZ W,

TG A N DRI T I RE LT,
HRFHER
(1) NMO @ 89%, MS @ 97% Tl & H D2
MO BT,
(2) NMO @ 10 # (56%). MS @ 13 il (33%)
THEZIRENRO NI, ERHREDH DIEH
D5 B, NMO @ 9/10 5l (90%) T cloud-like
enhancement NiRO LNT-DIZxL, MS T
cloud-like enhancement 72358 % H L7 DX 1/13
il (8%) DHI71Z-o7= (p=0.0001),
(8) HEOMHIKIZHOWTIL, extensive Z2IHEN
NMO @ 7 i (39%)# L O MS @ 6 il (15%).
symmetric 7222 NMO @ 7 il (39%)3 L O
MS @ 5 ffil (13%)CTRH BN, Zihbid NMO
THBIZERE 571 (p<0.05), Cystic 7ozl
NMO @ 7 5l (39%)3 L O MS @ 9 fil (23%)T
b b, NMO T Y &HE > 728, #atd
‘Jiﬁﬁ SRS S e oo,

ER

AWFF2 T, cloud-like enhancement 75 NMO
W R 7o & 52 MRI F’ﬁﬁf&bé ZEMNTREN
7o BERAHEREROEERENEREL T
AL ON cloud-like enhancement T#H 1 . #E
WAL, BRI L BE~ HDW
lI—2DRE 75 6@7¢?§’9“6ﬁ£’\*fﬁ‘(§2& L
TWARREMNE 2 b, B3, A0
T BT, AQP4 137 A butoA PO
124 < FEHL L, 12 neuropil Il & 0 & i ik B
A2 5 RERMICE S BERT D2 & H
%X’L’Cb\é[éﬂo Thbb, mPoht AQP4 Hik

ko TN A SN D Z LT L VIR

PN EH R ENR A LND L O kR
’C(fﬁZ P R - S SE M T BRI e LT
W< 2z k- T, cloud-like enhancement 7%
HOOLND LI D EHEE I, Extensive
&%%%ﬂ%%ﬂ&@ RIEDPE ] 2w LT D
AREMNH D LB 2 b,

iR
Cloud-like enhancement (X NMO
g, MRI X4 — 2 ThHh 5,

(SR

BEGIRER
L

MO EEOHE- - ZHKR
BFarings - EHITERE oL
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MS/NMO TOEMERMEREEZREDOHTEEE 3 mm &5 mm RS54 R

OB

MESEE HPERX"

HEMEE BARST.0HF XV NEZEERY, BhEFY

MREE

ZHMEEEMS)DEEFHEDIIZEL T, MMRITOEFERE(GIRE)DAL

B DI EIHEIILTLT, BR

HEBOEELEBIETHY. endpointELTERESNTLY

2. FEE. Fh=BIXBEMITHEITENTOSIRMRIOBRE AT, EDEEITEER
MEZRENRESNDONZHRARMITKREL. BRBE ADMSEE TODGI R
ZHECHL. BRABETEZRIZEN >fz, SEEE, RZIREDEWVZLDS

BETEIT o1, EDHER. B

AERTIE3 mmERASAREANDANETIEH DA, B

BRELIS mmETERDICEEFREFRE TELZENHIBALTZ, Ff-. black
holes|Z DWW TR BRICIREILI-ECA RASAM AEITIRELTHREEENAR LT S8

AHIBAL 1=,

MEBEHN
ZRMEBLEMS)OEREZTHMEDIE
BELT. MR TOEFFEE(GIRE)
DEEDITIEIEILTEY., BERHE
® endpoint ELTHEWY LITHNTLNVA,
MEEOARNRET. BEMICHETS
NTLBHE MRl DIREET. EDEE
[CHRIERMEEZRENREINLZDON
ZRARMICEEL.BRKXBAD MS
BETO GIREREICHL. BRA
BETIEIZRICIEWLEAHBAL-, B
EERICAVLLNTONDASA RN

Y NHO FZFFEME MS o4 —
? REMAEMENT

BOCENBEEREELZREDHEED
BOEHRELEIONTH. AFMR
BOEVICLHRENEIT o =,

MRAZE

2009 & 1 AALREE 11 AET, &k
22 LT-MS BEE LU Neuromyelitis
optica (NMO)EBEHZXRIZ, BT AR
WETE 1T o1z, B MRI [ 15T — AV X
ZAWL.5 mm ET10%F vy TE 3 mm
B/ —FvvT T axial T #BfELI,

MEBEEA~NDORR
ME~NDHNEXETHBALRER
Fl= ERICHESTIEEAANBFET



EEWESITEELT -,

MABR

18 {51 NMO. 1 Bl clinically isolated
syndrome (CIS)Z® & 95 4, JE~ 188
EXAFYUTIE. 3 mMmE. 5 mm BT

DEEZREGBHERIENEN 85%,

8.0% T, IEANERREHIT 23 @&, 21 {#
oo, TRT MS Thol-, EHE
FEATLIzRE v &BRIL, 76 HID MS
DHERNRETHE. VTHNDEZDAR
SARTE 8 HI(10.5%) THHETH 1=,

RIZ, BEASARATORRDLLES
T 5T, KYREE®D %L black holes
ZEHAIL. MEORINET o ERE
NOEEDOEREDIEEMRI T1 axialE
1% T, CISZRRE. 18HlONMOE &L 93
{54 %t B [ Zblack holesZEH:HIL 7=, 4645
Tblack holesh EB&H B, 7HIEE mmE
TIERESINGEMNST2H83 mmETDH
BEht-,

black holes# (&3 mm[E. 5 mmET%
NENIDL2I(EY = BEFE:
493+4.69, FRIE:3.0). 155
12(2.65+3.02, 1LO)EEHELRERNZD
S5 1=(p<0.0001 Wilcoxon® FF &+ =@
IARTE), 108 LA Lblack holes# A & -
=154E . FHRAFERICEHDT, 1
Bl EEHENT-8HIZERI L THREFR
DEERTHH1=(p<0.0001),

Ex

EES5mm UTONSLEEZREDNS
.5 mmEXY I mm EXTSAADIES
NEYZBBEHEINASAZENHBALT
(p<0.04), SEERLT- 3 mm BixE:
FEROEEKRAB THRITSN T HE
WL ETHY . 3mm ESmm BETE
ERERICEERN G LREKRER
HHEEX EXRERBANLELEDD
WIEN BV EITEDDTERLINE

EZbhI=,

ZIT.MBEBDREEZTOHETRE
4 5B BT, black holes ¥ Zij& Ti&
Ltz 5L BHLMNMI3mmETHE
[CZ{EHRIEN, EREDREAIFHEN
fLEZ NI,

ﬁ%ﬁ

). EEREDGHERLBIERASIAE
3 mm &5 mm TIEATE TELMERIEH
AZNBETIIEh o1,
2). black holes (3 3 mm ETHEIZZ
RO, EHBEOFFM|ISIE 3 mm
ENEMEEAbNT,

EEARIEE L

MR EN O H R - #eRKiR
RIS ¢ gL
ERHMESR - GL



U2 I\BRERBERED 5 &7 neuromyelitis optica DEBERKZ

2BfRE  FEELEE "

HEMAEE AR R, ISR, &8 8|
28 BF Y, Ml BxX?, 5F 1597

MRES

Neuromyelitis optica (NMO) (C&1F 5 NMO-1gG - 7 FRY > 4 (AQP4) HMHEDRE I, Wit
BB NMO OREERICEERREERTCEBESNC L. —H, Y1 A1V D
BEREED S EHERICE W TRABKEERBEOERBNENSE 2600, Mk aEiE
DEEEFASHTEGW. 22T, KR T Y V/EREEED S NMO BHAREEBESH
ICg B &ZBME L, NMO spectrum disorders17 I DERKER, M3E - 8RO S EZRIE, TR
7 ERI DEFBERE Z B U 1o, Definite form NMO OBER TIE MS ICELB UL THBIC IL-6, IL-1B ©
IR EBOH. FHEMRIBERTERMEATPLKBEREICNZ, SEEHREH > RELREE
VABREZRO . BIRBHTIIRBERESRBZ 2583 AQP4 REMETOMIC, POIKH
BRE S, ZBRGHEEOXEMIZHCEUAABETAERLEERDI. NMO LB T2 “XE
HRENBAGHE" AELU "RETEWERE OFER, THRIEEREH 2R
ERNECEEEMNBRATT LEMICHE T 2EHRERE S, LG ERCAEMEEE
ERICEWTEMULTWEZENS, NMO ICEWTS THIEZIZ U O & Uil G asEmn
BELREEZZATLILNENEINS. HEMNS, NMO TIRIDEL 7Y vibE&BEorO 7Y
v WA, AQP4 RIREKRICRRIN 2B REEEOMIC, BEIERIN S outside-in FEF TRt

R nMRERREREMSMOREZ R U TWIAREENRB S hic.

HREN

Neuromyelitis optica (NMO) &%
NMO-IgG « 72 7R\ > 4 (AQP4) HiEDH
RUVF, RSB HEEN NMO DREALIC
BERREERTEEESHC UL, —
FI1T7TZ2RECHELIEY A NAhT Y O8ER
FEOH S, NMO TIIBABRRIEEMEBEOD
EENMERNICEET 2L 2flaE 2D
DO, HEtREHEBOREFESHC SN
TWRW., ZITRMATEBERREICE T
3 )GRZEEENS, NMO L& T 2k
MR EEEEIESMNCTEZCEEBNEL
1=,

HRAE

Wingerchuk 51T X 2ET NMO 2ZRTEE®
%5709 definite form NMO9 il &, RERA
ZHDBW AQP4 MIKBIEDERLX, I4Db
5 limited form NMO8 ffl i 5 /& % NMO
spectrum disorders &t 17 FEFIDERKER, M55
AQP4 HUK{H, BER T 1 N h+a v, HE MRI

BRERIT U, T S5IENMOERTEFDE
BRE T RIBEICET L. &, ME AQP4
AR T McDonald ZHE#EO % Hfcd
multiple sclerosis (MS) ZEBIRE U L.

R

Definite form NMO D BER Tl MS ICHB L
THRICIL-6, [L-1p D LR %R, HEAD
REET 1 M HA Y OBABBEESNENZN
129, i NMO OB MRI E{RTIE 3 #K
UECblcaREGRRE, FOLKABRKREIC
MZ, EXMREHSTRELIHLEZRAD
BHEICRSHR® —H, MS T}, BREKRE
PHOLKBEREEZROLBVWEDD, B
REHSEROERZTEZZHO. NMO B
BT, MBREEBZ L8 AQP4 H
EEOETOMIC, RFOKABEETEHE L
central type DBFRERE &, ERRAXEMES
T o e BEIRICIE L T L TUL S subpial
type DEHORIAEREXRD . 4,
NMO OBEMRZEFEDOBEEC 3, THM, B

1) FRARZRARPTHRREABZNE  2) IR RITRIEZ D5



RDORBABEBENRH SN

EZE :

T VERHEHREN THRRZBA
fz Lewis rat KB B CREENEBEERETIL
(EAE) % intravital two-photon imaging & T#1
8/Y5E, THREIREREOMENS MEH
NBDIRIT S & THIEREIICEEL, O
BTRRERER SRV, EEL THkE
Bo>T, RIEUDFEEEL, HEEBERITE
WL, MEMREREEEMRT 2. I4b
5, WEERID S O outside-in FER THIGE NS
T #AREAS, PIRBEHREHEEORNO—E L
LT, BETHDENHASNTLS. NMO
DOBIEFEFIC B W THR S N "RIEMRER
ENBALHE SREUL "RETEER
T OTFEIR, EAE &1 2B MR sERE"
&, RENHER CRAEMZREERICE W
TEMLTWS. £z AQP4 DERNEER
HHERME D glia limitans & radial vessel I NMO
DY) EREBIMIAEEL TWBERE,
BEEI TR A SHOMEREZRR U CRRER
MY V)RR E R T TWBEREMED
E£z256N03%. LENSNMOKKEWTSH THIR
U E LR RREENTSHDE
XHBFIT LI EPHRSI N

Hil

NMO TlRMERE{e®EIOATY > -
AL E, AQP4 R HEILRRINIRERE
B oo, BEERID S outside-in X THEE
EhHIEERREBLEERLRREZRL
TWAHEBEMNH 5.
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AS, Hinson SR. IgG marker of optic-spinal
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Neuromyelitis optica spectrum disorder O 5 XM HEfE =

DEIARE EEEEY

HEHEE a8, AR KD, WIIER Y
28 BF°, il BxX?, 515 157

MEES

FRK TIFZFMEREILIE (multiple sclerosis; MS) BE DRI EICERMBEERENEEL, 42
EFCHBERCHEEZSITVLWSOEENIERINTWS. —h, KBRENEBD RV E
&1 % neuromyelitis optica spectrum disorder (NMOsd) IC& I 2 S RIMEEEEE D REEILKREHS
MMEZINTWRW, £ 2T, NMOsd DS RINHERE & SRR E R U fc. S RMEEEETM &
U GRIRBEEHER (SRT), SHZEMBRAMFER (SPART), HFEHFEES U T« —=KER (SDMT), &i
HZIROMEFRER (PASAT), KL UBEY X MERFE (WLG) ZHE1TUTc. SDMT & PASAT
H XV SRT &, NMOsd, MS & B ICBBEAEHNERGIETAERBHT. —7H, WLG IZMS DA EH
AL D EBRETZRH . MS TIIE RN TMER S EDSS, X MRI EBESRKEOHIC
BB ZRHch, NMOsd TIN5 & DRICIEEERO LM >/, NMOsd ICBWTRIEL DI
R 25 REEEEE X, BRHIME, BEE, conventional MRI ICH T 2FE T EMEAL L.
NMOsd TIEBEHE - BfEE WS R - RFKERIC L Z2REL A, BREUMENEET S

AN TRREI NI

A=)

BRK TIE L FMEREILEE (multiple sclerosis;
MS) FEFI DRI B RINEBEEEHTEE
U, MFEE LD ELEHESEFELAELE
EICHEZER2EREVTEESINBHT
W3, —7, BK, KBERED RN AN
& ENfc NMO spectrum disorder (NMOsd)
BT 5ERMEEREDORREIIERLESH,IIC
ENTWRW. 22T, BRNMEEEE B
HERREOB RN S, MS & NMO DARY
FSLOMBEUERBITT S E2BMEL
fc.

ARAE

1970 F£H5 2009 FOBICH B KEHBIER
BTZEUEMSEBLIU'NMOsd BEDS B5H
BHORSN/CEBET NMOsd 13 # (definite
NMO 4 1, limited NMO 9 1)*, 2T McDonald
DMTEE P EE LT ERERE MS 15 f, &
BEEOBEFOBRWVMEERA 37 HlOERK
BEEIC DWTRET L. SRINEEESTMR o
—JILE& LT, EIRBEFER (SRT) , REMBR
MFHER (SPART), HEHFEY U T+ -8R
(SDMT), EHE EE DO MEFE (PASAT),

BEYIMNMERER (WLG) 2RBFH L. B
REIGERER VY —= v VRBRELTT VT —
N fiZ 3 D MS Neuropsychological Screening
Questionaire (MSNQ), &R & HSEFEANDE
€% 79 5 BRI T The Environmental Status
Scale (ESS), S DREXFMIT ZHMNT/\I
W2 S DRIHMERERERS H ot TRIL
fc.

AREER

EhHEBEROLIBEE % T 5 SDMT &
PASAT, 8 FUEZBULEEZMET 5 SRT T
(&, NMOsd, MS &b ICREBASHRL TEER
BIETZRO. —H, BEBE*TMET 3
WLG T, MS OAEBALDBERET %
wHfc. REFMELEE AT % SPART Tl
NMOsd, MS &EHBICREAETEZRAD -
fo. BEBICBEWTEEBAD 5 IX\—tr 54
JMBEUTOEBD 3 DULEEET2HDEE
RAGHEREREEH D & HIBT U 7235, MS 53.3%,
NMOsd 61.5%IC S RKEEEEENEFEEL 2.
Z DEEEE X limited form NMO THEEL
TWe, £fo, BRI X -5 0EEERE
&, MS EEA4HD NMOsd TIIEHHIM,

1) RKZHARAHRREANEDE  2) FRAZMARITRESZH B



EDSS & & Ul MRI T2 S&FABRICH T 2515
SRZEDOEREOHBEEES T, FH & DR
BERS. SDICERMEBERBE L KAk
REEMUOBHREREHFE L NMO EFID
RIBFZHBITTIE, RKIMABK 77 7HRY >
4 RIBEREHS/NREREIE S < DHEICR
S5N&50HTHoIz.

EE

AHFRICED, BN 210 TlER < AFBIC
FWTH NMOsd BFIC IS RMEEEEH
GFEITDIENHESMCH > MS T
conventional MRI B TEEESMRE I 1
B ED, BIRBIBEARIC THEANS D%
FEHREEEICLDFEINIHEERE N
ZEEREL, SRMBEICHEE RIFTT A
HAERINTWS. —H, Kk, KNRE
DBIZVNE N2 NMOsd DB R INKEEEE
DR (XA S D TIEKAR. A5, magnetization
transfer & & O diffusion tensor MRIJEIC K D,
NMOsd @ “normal-appearing gray matter” {8
TBEEDBESHER->TWS & S&,
NMOsd IC$ % “normal-appearing brain
lesion” DOFMARREZR, REZHERRON
ZEEMNEZI SN,

NMOsd TIE MS & Bk ICERBEREREEN
FHET S NMOsd Tid, B - BRELWSX
fif - RHEERIC K D RIE L IFRIEIC, HRE
WM FEET RSN TR E N,

3R
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T 7 TR Y > 4 FUKGE L FEMERRALIE /AR R R O BE 1B 5

A B =Tz BEEDEIC OV T ORE

IR ARILGES Y
KERTGEE BB —-FY, BAKKY, KTHEE?, #HE?, KB 2,
R >, mAER?

HERES

L7 7 7 WY 4(AQP4) BT A 5 M 4 AR B & (neuromyelitis optica, NMO)/ 25 %& ¥ 8 1L fiE
(multiple sclerosis, MSIIZKf9 B4 v & —7 =1 (IFN) BIRIED RIEERITT 272010, HAQP4HL
BB EHE SN BEIZBWT, MEOINT Ereview Lin. BIENTIHITRI S & 72 - 72 LTHI P IFN
BREEZT TWIEBE LA Th o7z, 2L THREMMUORB TH 7. IFNBLUSOERT
BiigH L LCTI00H L LD AT aA RO BB E281661/176 (94.1%), A TF a4 K&K QMR
231061/ 1761 (58. 86) (ZHETT STV e, SEHEBEIRILIAN B % 561 (1261) TiX1.07+0. 43E/4E T,
IFNB B HE I T RWE (56) Ti20. 7120, T0E/EThH o 7-0, AEEITBD AR -7-. IFN
TEIL26IZ LIE> T, IFNB IR EGHIFE T L REMMAOBERBE LB LI L 24, TREROERE
PHEL. 76 1. 56[E/4E L 1,38 1. 28El/HEThH o (FEERL). FEFAZEA IR LELEZA, 12
B 745 (58. 3%) IXIFN B & G-I FRERBI L T 7228, Y o561 (41. 7%) CILEREOHL 2R
7o, HAREDSS~DIFN B & 5 OB RV INRh o2, REBBE RIICER U frNhE Rk s
Ol TRHDOFERD G, HIAQPATLIEESMENMO/OSMS R 12t A IFN B B I HEE S hs v b oo,

IFN BIRIRIC L 0 R BHIHI ST A B CILIFN B IBE OGN iR L B 2 Hh-.

MEE®
T TR Y 4(AQP4) X, AR EEA (NMO)

DBREITRNE SN ANMO-TgCOEMTIETH Y,

FUAQPAFTIRIT Vv 2 AR BE A £ S MR L
FEOSMS)IZ b RWVWESh2HERS 2 05D
Mo TER. Fie, BIEO L Z A, SRMEEE
WA 7 —7 = a s B (IFN B ) RIEDPIZHETRIR
EENTHDN, MO LI, i7 7 7R Y 4
UKL 2 S MR RE AL BB IS BV CIXIFN B 1RIR
BRAA A IS AN EL ST FIRRE SR TERY,
TEBEECHE DB D & JLAQPAHI IR D B Wiz k. »
THERELZENS T DHERSH D0 TRV,
EVWIHIEBRLBDH. FZTERMIEICEBWT, B

D EBTERSRE AR
) KB RSEREN  BRAR

AQPATLIR M BB IR W T, BEDIBENE L5
RS TEZ D\W TretrospectivelZ a4 17wy,
TTAQPAHL I BEENMO/OSMS BB 12 %3~ B IFN B 12 &
HMEORIEEZALNITHELENE L=,

BrE S8

LB BEED H 5 2R MEEE S L < 138
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IFN 81X neuromyelitis optica DIEVER T Z{RIE(L T 5

SRmEE M
KFEFFEE OEAB—

MEEE

EHRZITHRE IR, BBRIET, SiATH?

BlrpiEEFRER  (neuromyelitis optica: NMO) 12519 % IFN B ISITEEICT RE LW 5 B RN
2, ZRMEMALIE (multiple sclerosis: MS) (23T, IFN B3R F T 5 B cell activating
factor (BAFF) Z7EMALT 5 Z L NMEINTEY | NMO IZHWT b RO TR 2 B4y,
SELAHEMELSH D, Fx L, Hlaquaporin-d Hilk (i AQP4 Hilk) MIERMFESL LT h o
ToHEFIC MS WL IEN B 28 A L7124, %12 NMO & (B Uz 2 FEBIORTFmE % v T
135 ZE T ARFE L 72, BIRERI & b IFN B BRAARTH &3 AQP4 HiikigtEC4 v . BAFF IXIFN 8 B8
BRIZ K > T ER L, IFN B R ITR 2 ICBBARTO L~ UIC R - 72, NMO L2 L= %13, #&
HAT oA FEEFL LQEMGI L2l LIZE A BAFF b3 LK T L, £7-. Hi
AQP4 HLIFMlDHER b BAFF LITIZRBROZME R U, Bl L LY | IFNBIC X - CilEtkE 72
BTEIL L. OL AQPA LIRS ERF5 Z & AVURE L, NMO 12kt % IEN B IGfIT I EIC ¢~ &

THHZENMFEFNC bR S Iz,

HMEEM

FAPRHFHA (neuromyelitis optica: NMO)
W45 IFN BIRRIC Wi, RN Z L
WED Y TR TRRBEET 56 b HRE &
NTEY, HEIZTRELWHIBANE D,
AR 21X, Bl AQP4 HUARRIE R L L T
W o o W IC Z MM LAE  (multiple
sclerosis: MS) & 2WiL IFN B ZE A L=,
R NMO &8 U 72 883 OARTEMIE % F v
T, NMOIZX9 % IFN 8 OFEBIZ S\ g
FHNZHREE L T2,

MR A&
REB 1 13fER & B RED EIRBL D 35 Aot
HOI KA EREOBREEEIELTE

D, K MS LE2W LU IFNBZBM L, L
PLEABRICAKMICEERBRLAD -
& IEN B &Ik L=, e RIS TR
EOBENRBNLOE )Tz, FD%, B
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D NMO ReR LB Lz, BE., XFuA
FEANARIC THREEIZOIEE L, EFRICRE
LT3,
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Uik L7z, BICH AQP4 HUERIBIEAVHIBAL
NMO &2l Lz, 4 ORBEERATN,
HEATOA REEREIHE (27 DAR

) OWRMRSRICTERBEERICHHTE
TWnwd,

LlE. 5 2EHAD IFN B HAFER DR
FFITE % v, B AQP4 iR, WER T &
L T B cell activating factor (BAFF) Z#lE L.
Wi AEIR & OHBEIC D WTRITL 2.

(REBEANDERE)

BERR. PLXUOmEREIERLL, @
ADREETERVWESCEELE. BAOE
EWMEICTHZENBNEIDITHMOOEEE
B, TIANY— ORI TEE L
7o

MAHER

W OES S IEN B BRI 551 AQP4
ikt Td - 7z, BAFF KL IFN B BRZRIC L o
T ERMNB SN, FN B H ISR % 1B AART
OV AJICR -T2, NMO 2B L=, #
OAFOA REEEE L RBHIGEZEZRLG
L7=7%, BAFF B3 51K F L. £/, Hi
AQP4 HiEMOHR & BAFF S1FIEREDORE
wERLZ,

£33

IFN 3 DR T TH 5 BAFF OEAZE £
T D ENEEINTND, NMO IZBITS
IFN B O 2D W T, B O A&
ENTVADIENBRHENZLNENDE
BN KBEEEDHIIIR>TER, IHIT
PEBZLNWEND TR, EAL1DOXIDIT
[FNBRBIC LD HRNHETHHDHRES
NTHY., WERFMREICEEEL TW

5EEZ5NDS NMO TH. WK% Big
{LtEE%5 IFNBOFHBERICINELFER
Lo G, BRAE IFNBBRHEEAIZLS T,
BAFF LR & EHIT. Hl AQP4 HidRAlAY L&
T5HTEERLE. E2H AQr4 HifE D E
B ERAERDBRMEEL T ZEns,
IFN 3 2N BN ICER FOE REBA(LIC D72 5
EBbRERBINSE., FTOERABFIZONWTIRS
SRABEENBETH S,

W

B4 O NMO 2EH T, IENBICE > TH
R FOEIELL . 5 AQP4 Hifkflid EFT
% T EMNRI N, NMO IZHT % IEN B ¥
BEEICTRETHD ZENMBEFEMIT SR
RaEns, '

R
Miyamoto et al. Upregulation of water channel
autoimmune

aquaporin4  in  experimental

encephalomyeritis. .J Neurol Sci 2009:276:103-7.
Miyamoto et al. Intermittent plasmapheresis
prevents recurrence in neuromyelitis optica. Ther

Apher Dial. 2009; 13:505-8.
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Neuromyelitis optica FEREIZ 33 1F 2 BEGAE O B 5

Wrgesr s i Y
RETEHE EEW D, IR Y, w2
AN D, INERTE— Y, R ED

MREE

(HRY) HRaEiz (NMO) FAEICB 5T 5WERTERET 5. 5 - Hik] Hil AQP4 §i
RIBTED NMO JiE# 72 & & NMO B BEE (N=19) & L THW, & 24 BOREARIZ ST 5
Uk - BURZME U7z, [RSR] SBERE (N=33) &L NMO BISREBRE CHIE RN E &
WZE WA 3o 7z, UL, Bl (W03 - Mm% 10 HDUAD 12 iiE 2 BRI S 1172 NMO
B HETE 15 B 3 6] (20%) TL > TATA AR [gM HIED T H 0, SHEEE (6.1%)
EAREHEDOMHEN AR L7Z (P=0.17). AT A7)V AR5 IgM FiRBSE NMO B g bt
3EIDNTIG L ERE S ORE G T, R R R 3 < BRILEFEFAE N O 2 FE AN T H - 72,
FiMEORBIZ, 2701 RANRBTRTHEIII/ < (BIRMM 143 4 FI-2 48). EDSS3.0 B4
FELBRMBER TH > 7z £lo, NMO BIERBETAMN 15 filh 4 6] 27%) Tk hANLARZ
T4 A (HSV., VZV, CMV, EBV) K5 IgM JifkoMaH S, 30 FEN SR B0 ES
MIEEAETH o7, [BEiR] L2 TATA N AR EANINARZT AN X EIH OB T NMO
DIERE - FHIZHEE L TWh D alRel AR I Nz SRISLEBIZ MRIZ, NSO DA )L A3
DOBEEIEROFE W/ EA2RET DT E T, NMOIZBITD T 1 AKEO B IZ DWW T
MEtd 2080 H 5,

MEEN
SLFNEMALRE (MS) O R0 12 e 7 B 5
T o EIMEEI N, BRI T E O™
BPRBIENTNDA, WEZITEEORG
A OB GAIH S Mz ST, T E MS
MO L 7B R E U Tnd s - Esp
REHZ (NMO) ThH, 15-25%0 BE D IIE
A2 IR U T B & O St T IEE R 23
5N, K - HRIEB D IV A (VZV) Rt
1R AHOADAIN A (CMV) BRI RIE L
TIEBIOWME NSNS, PO T 77
T 2 4 (AQP4) HiIRIZE DV 5% NMO
W JEIER T O FUT MS & ERTH iRy
~THDZEE N, BE OFEIR T8
NMO OIEZ B 5 L T2 et d 4., it

) WK KBRS VR DR - kA
2) T MR PRI - BRI B

L H b AUE HTLV-1 B & 40F L 7= NMO
EFERELZ". UL, £EO NMO i
{51 2 Rp R U7 RN 2 B9 S kgt g
A28 AR T NMO RIEICB 535
WA P& FE T 5 & & HIYE NMO JEH)
B LU AQP4 HUR B D BRSO B A
iE Bl 2 bRz, BRUEPRREOBEIZBE L T%
B 2 R MG FRNAR S & 1T > 72,

MRAE

- X5 B AQPA BiiRBTE O NMO. FEfiAk.

MR 75 & & NMO Bl (N=19) &L
THEYT L7215 BHEWIRANWLERNS L A
HEARNIZER ). ®MiEE LT, ZofodAS
G RS - R - R EE (N=33) 2
Wz,
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iRz #lE U (HBY O AFUR ZHIE) .
&£, ELISA T IgM F bk (CMV,
VZV. EB 7 )L A[VCA], BAINI XA T
VA (HSV), MBI IINA, BBT1ILA,
LT ATAIAIIIVERT A IV A BI9) %,
PA £ T Mycoplasma pneumoniae & HTLV-1,
CLIA T HBV [HBs fiiJ] & HCV, HIV, CF
ETT7T /AN AERS TAIVA, ABIA
SINTOHIAINVA, BEA T T Y
TANA, OFITAIA, HIIETNN D1 7
WI YAV (18, 28, 38), HA %
THEF (TPHA) O fifk & Uiz,
Campylobacter jejuni & Haemophilus influenzae
{2 DWTHE ELISA T 1gG/IgM/IgA Hifk % il
L2795 AU i SN G610 B &HlE
L7z

- WHEANORE  BFEEETHFNY L
FARE TERNE DT UIRIZ, BFRIC
iz,

MRER

HUARBB VSRS (Table 1) -t FRRES LRI |
NMO BEER B TR/ A B I &N
WRR 7137 oiz, Lol B (0% - B
¥ 14 A L) I iE AR EIRE U7z NMO Bl
AR 1S Bl 3 1 (20%) T T AT ANV AR
B IgM PR BECHY . STREE (33 il 2
BI[6.1%]) &t SR DM A R LT
(P=0.17 : Fisher DEEfENLIE) . FIo. NMO ]
HUR AR 15 B 4 51 (27%) Teh b
Ay ANA(HSV, VZV, CMV, EBV) # ¥ IgM
FuED a7z GerBRTE 12%;P=0.24)
BRIRG: DT AT AV ARE R [gM FLIR G
NMO BEE # 3 Flownhh BREFHA
OIEGIT, RAREFILLON TOeh o7,
FERED HER M FTOHMIL 2 FELLNTHY, B
Mm#OFETIE, 7VR=Y 5-15mg/ HOW
FRIGERBAA CREITALNTELT (B
M1 453 » A -2 4) EDSS 3.0 LA T & buiikft
BE B T Tz, BRI A A L g B

IgM HUAR G % NMO BEE K B4 HIllZ DT
3 BICIEHRMREE T ALNTELH T, NMO
DA E BL CDIT 1 Bl T, F85E 1
ELLNORERID 3 Bl F iz,

Z8

FEl, %50 NMO B LB SEAE 1] & %512
U e BRIz 3 B3 2 )0 Tt o 72,
FDFEH. RE BB AR D Iy o 72 12 D
SHEMABEMIIEBHATE RN 572b0 0, A
ST ATAN AR FAWNXZATA )L AN
NMO BH & B O FEAE - FHIEICBE 5 LT D]
REMERER SNz, Ko, INHOU1 VA
DBEGINEZ 6NIER D% <3, FhE FH
DFEHIT.NMO & U THRREBD5ER LT
WIEBICH o7z, DF 0, NMO FE Rl
AN ABEINEG L ThWdEEZL NS, &
EE L RA > b TOMEFRRMETH O ZD
BRMMTIIEREIZITOHERH 20, 5%
LRBI O NMO JEH 2 HRIZ, oo wA
W ABROBE RO H B L 2HRET 2
ZET NMOWZBIT DA I ARBREOE G
DWTEHNZARET T 20 B H 5,

b

NMO CIIFIEROEBE T, L > T A1
WARE B AR ZTA ) AEGREE LT
WD REEMENEZ 51D,

SCHR .

1. Koga M, Takahashi T, Kawai M, Negoro K,
Kanda T. Neuromyelitis optica with HTLV-1
infection: Different from acute progressive
HAM? Intern Med 2009; 48: 1157-1159.
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Table 1 Intectous serology in the patients with newromyelitis optica (NNO) o1 the NMO-related conditions

NN Q-related conditions

Total Acute phase’ Controls®
Number 19 15 33
Sex ALTF} 2017 2:13 20:13
Median age (range) 33¢16-71) 52(16-71) 59 (17-77)
Agents Nethods
Herpes sunplex virus ELISA 2(11%) 2(13%) 1(3.0%)
Variccela-zoster virus ELISA 2(11%) 2(13%) 0
Cvtomegalovirus ELISA 1 (5.3%) 1(6.7%) 2(6.1%)
Epstein-Barr virus ELISA (VCA) 1(5.3%) 106.7%) 1(3.0%)
Parvovirus B19 ELISA 0 0 NE
Rubella vuus ELISA 0 0 NE
Measles virus ELISA 0 0 NE
Mumnps virus ELISA 3(16%) 3(20%0) 21(6.1%)
Campyvlobacter jejuni ELISA 0 0 NE
Haenmophilus inflienzae ELISA 0 0 NE
Aveoplasma prnewnoniae PA 1(5.3%;) 114(7.1°) 2(6.1%)
Adenovirus CF 0 0 NE
Influenzae virus A CF 4 1§ (22%) 4(27%0) 7.32(22%)
Influenzae virus B CF 4 18(22%) 2(13%) 1:32(3.1%)
Respiratory synevtial virus ¥ 0 0 NE
Rotavirus CF 0 0 NE
Parainfluenza virus | HI 018 014 NE
Parainfluenza virus 2 HI 318(17%) 314 (21%) 4(12%)
Parainfluenza virus 3 HI 017 014 NE
HTLV-1 PA 1(3.3%)°¢ 1(6.7%)° NE
HBV CLIA (HBsAg) 012 01 NE
HCV CLIA (Ab) 1 12(8.3%) 1-10 (10°%) NE
Human mmmnmodeficiency virus CLIA 012 010 NE
Treponemia palldum HA (TPHA) I [2(8.3%) 110 (10°) NE

NE = not exanuned: Ag = antigen: Ab = antibody

* Serum sample was available within | month after the anset or the recurrence of the disease

e Healthy persons or patients with various neurological muscular diseases except for auteimmune diseases

¢ Previously reported case (Koga et al. Intern Med 2009,
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MREE

TE 1R AR BE 25 (NMO) 1X ML R 07 27 7 W) 4 (AQP4) HFiiE M BB 5 L7 B &
PR THDHLOD ., ZEHI7IREEREFFIIRTI AR TH D, NMO OFF TRHICERCD20E /70—
F AR THBY) Y F <7 I L AR M BHIEDOBRENE F ThHhHEDOW|E RN TEY,
NMO OSFBEIZEREL B MIIANTESE B L CWAZEIRIREN TS, B4 13 B BREIOBHEIC
BT, BIBEEATOARFIOROREEL NMO BRTFHICEAL TRY, FRLHRER
HTND, B EAT oA RFIMHERM B MM RIETEEEMAT 528 T NMO OFFRE
2B AR B MAOBEERRHENSEE X, BIBREAT A NRIDIRREIT TR
VY NMO E3aEH 0> NMO D44 M B #RRLZAEHT L7z, NMO ORI B #Bf2 Tk CD5 1%
B RO MR TEY, o B DaBRBICLIHE SFERL s, BIBEREAT AR
HSHEIZ LD CD5 BBt B MBAO L RITH EICE T L, ZOMAEED NMO HiBICR T 5B 5

BRI NT,

MREH
RABREH R (NMO) IXHLT 77 R4

(AQP4) FiiE N5 28 CRERBTHY,

FOIREITT A A MNEEDNEE THD,
NMO Ti3ftho B Ef&E R B DG HHRED
AL B E R IRIRE RO = — TV E
BRI, SLE SEEMBIENE O
THZELBHD, Bx ik, NMO DOIFREEIZfO
B O iR BIZIEL- B MO RE B
VMR L | BB R AT aA FAIR ST AR
ERIZIRITH B IR~ OEELRET LT,

D RALRZEF AR

2) BALKF SRR S
3) KYURBTEREAF

4) FALRERERSRH ¥ —

HRAE

NMO B 13 IR R EAT v A FRTA R
BT, BB AT A RNKIFETERERE 6 5),
2 R MERE{LAE (MS) 6 51, B A 4 HIDORM
M XY Ficoll-Paque % i\ C B §% K
(PBMC) Z43BL . CD19 #jg Lo CD27,
CD38, CD5, CD72, CD80, CD86, IgG, IgM
RhEORERBREP7 o —HP A A —F —
(FACSCalibur) & VN CEMNT L 7=, PBMC
Bi15 CD19 HIKEDOE|IA X CD19 Bk B #
fa L& R EHUROBMHEEL NMO,
MS., fEE A CHEIL, 3512 NMO DRI K
BATuARENEREELIEIRRBE CLemL
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ABFEIRAL R FE AR W E B2 OAGE
2R/ TERY, MIKRBUIERL TRE Axat
2HNOFOXLECRELE,

MEBR

NMO ThL MS R AL L T PBMC
2815 CD19 MilRDE|&ITZE T A2L,
CD19 #fifa ko> CD5 B85 EE <> CD72 Btk
BENBEVEMICH TN EBEEIT D)
7o NMO OB B AT oA FRNEREET
% PBMC 128115 CD19 Bt nEl& 0
ERLXT2HY. NMO OB FEAT 1A
RRIFEIRREEL L L CTHEBENH T, £
72, CD19 #Rfa o> CD5 M BEE BB &

HATOARENREBFECHEEIETLTEY,

JRBE L OB ATREME D VRIS L7, B
BEREATaAREIEEAT#% CREMLZ
NMO @ 1 FIZBWTEIBEREE AT oA RE|
IR 1% 12 CD19 HifE oD CD5 B A FE AMES
T920%MR L, CD5 B CD19 fliaix
CD27 etk F A —7 BT, Fif 1gG [&
P, R gD B ThH 72805, HT AQP4
PAEOEAIZIZES L QRN EZ LA HEER
L7z, $£7-. CD5 Btk B #ifla £ CD80 <
CD86 73+ DFEHAXL, CD5 Btk B Mo
PURHRREDO TUE TR O bR o T,

B

CD5 BBtk B ML B AREICES L. B
BRRETHMLTOAIERMON TV, &
BIEO B B AEELEL THAIENLHE
CREREBICBITAE SN HEHINTEY,
SLE 18 M:RAfI Y~ F 7ol D L T oE|

BNEMUTNDIERFEDI TS Y, T4,

CD5 BtE B AR AN EIZ IL-10 228 i
DY ANIA L T F WS HIET, RIEMEDR
REAMEIL TS ATREME SRR S TR0,
CD5 B4 B #llfiald regulatory B ffaID 1-0&
E2HNTWSY,

AFFEICEBV T, NMO TIIRIB R E AT
A RFNZLDIRENEETHIET CD5 By
% B MADEI G EEIE T L8,
CD5 B5t% B iR B 2 a2l 3 2Lt
DBENFEL TOBEREMZ R L T
Do

4. NMO (23135 CD5 Btk B Mifa
BIZ AL, ZOMRBENIRESY — 7 v ME
1ROIBMEINERFTT B,

NMO DKt§1Im B HilgiZis1+5 CD5 Btk
B DM A0 MS B HRER LT mL <
HEM P H o1, BIFEEATaANENZLD
IBHEICED . NMO DR+ o CD5 BB B
HIBOLENMETLTEY, ZOMIBEEN
NMO OIRHEIZEE 5L TV AZERIBESN
7

X #k
1) Youinou P, et al. Autoimmun Rev. 2007:7(2):149.
2) Dalloul A. Autoimmun Rev. 2009;8(4):349.

BERAEREHR
L

HMIRBAEHED KR - B 43K
FERFEAS 720
ERF R L



Non-NMO MS & NMO IZBiT 5
HLA-DRBI 7 U L@ epistatic interaction fi##T

SERrseE ERE—
LRRTE BT, KRG, R, RIE, A
BRES

THET, SRVEEIE (MS) \ZBIT5 HLA-DRBI 7 U VB OMEAERIZ >WTHRASE TIX
BEENTELT, SEHAAN MS JEFNZIBWTHEREYT L7, XH8R1T Poser 3% 729 MS 108
), fdEE 13361 L, MSAEANIEHT AQP4 Huik B £ 72 1L SEThR NMO ZEHE 455 7= 9~ 34 {5 (NMO
spectrum disorder #f) &, FALLASLD 74 ] (non-NMO MS #f) (538 L7=. Non-NMO MS B C
i%, HLA-DRBI*01, HLA-DRBI*09 {34 &2 non-NMO MS @ U 2 7 % Fi¥, #:12 HLA-DRBI1*09/15
o genotype THEIZHMA >72. HLA-DRBI*04 {X non-NMO MS DY A7 ZHEIIH L, Hiz
HLA-DRBI1*04/04, HLA-DRBI1*04/14, HLADRBI*04/15 CHBAZH& >~ 7=. NMO spectrum disorders

FEClY, HLA-DRBI*091IHEIZ
P/ E XN\

BRI R

DOEBERS ST TCHDZERHELMI AT,
BN
B & OIS S RBEEE  (MS) 2B

% HLA-DRBI 7 U VB OFEAERIZ DWW TR
FrEhTns M AE, BARAMSIZBT S
HLA-DRBI 7 U VAR OREER S 2
iZFhrzZEELT.

FIT R

Poser 3 & W72 4 MS 108 7, HEH 127
B % %t4212, HLA-DRBI DX A ¥ 7 L ik
F T 7 7RY 4 (AQP4) HiiKDRIE %
1To7=. 1 AQP4 HifkDOWIEIX, GFP-AQP4
E M\ AR S W72 HEK293 a2 AV IEREE
THRFMIEL 4 1%, 100 EHR RS,
b b 1gG (x5 MBS e iR TIT
7. MS FEGICOWT, miEH AQP4 Hifk
P 721 2006 FICHUE S N BGETIR
neuromyelitis optica (NMO) ZWrEHEL 72

FUM KRS I R R PO

NMO spectrum disorders @ U 27 & FF, HLA-DRBI*12 (3[R Y
L, ¥ HLA-DRBI*12/15 CHE Th oz,

Non-NMO MS ﬁi NMO spectrum disorders #f Ol ##IZ
W EERP DT, F,

BT B HLA-DRBI DERIC-WT, D

HLA-DRBI 7 Y VOERIX, BEOXSIE&T

FIEH| % NMO spectrum disorders # & L, £
LIS o> MS JEHI % non-NMO MS BE & HE L,
WEEZ 3T D HLA-DRBI 7 U )V OYEFIZ D
TR LT-. 2B VAT 4 v 7ERSHIC
B AEHEOBNIIRAT v 7T A XEITTHT
VY, cutoffp i, 0.05 & L7-.

T Foms

MS JEH] 108 i1, BT AQP4 BRI
27 f (25.0%) T, 96 21 #) (77.8%) MK
TR NMO WL~ Uiz, —F, B
AQP4 HUREEMED 81 il 7 6] (8.6%) H3ET
W NMO BZWrEEZm L. o7, #
AQP4 HURIGME & 7= 1 XETAR NMO 2l AL 4
%729 34 5l % NMO spectrum disorders #if &
L, ZnLsh, 37ebbh, Bl AQP4 Hilk)sfa
PEDOETRR NMO WS HE 2 7= X 70 74
{5l % non-NMO MS BEiZE L7z,
Non-NMO MS Bf CiX, #EH#F &,



