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D < TR WHREMED B D, HLAIT (AChR
Pk, MuSK Hifk) ZRWrodoicd 7
CWERIEORF 2T 5,

4. MG 23317 B Mafia bRl 1 e O M 25 &
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/NRANBIBREELZET 7 L =Y X AMERLIZ DN T

WEoHEE R EFED

RS AEEA D BEHER D, RS, SEEE2,
HRE— Y, BA/NRREEMAE S N —T
MREE

F % Id International Pediatric MS Study Group OZ2WiEEE 2E |2, /NEMEEIERBD
SEFEICBIT 5 BARNNEEREESOZEE X OBERMSEEEBRE Lz, EBSh
To/NEBEMER B EE 204 B 127 BIAFIERBEES Th oz, EEMRBEEELZ A
T 127 fiHp 25 Bl CRWE 2 A E LTz, 25 fEFF ADEM & 721358\ 23 1% CIS 2, CIS
FITER 2 FEFE ADEM ICEF L7z, ADEM »5 CIS AR L2 TCIIEREELR
DI, BERMOEZ . B MRI COMERFHERE., EFETHERE. 3cm LLED
FAE LW H ADEM 2 RIE T AT R 2% <5872, CIS BB LWEATh | EfkR
2k X OV E#HRE D2 DI b /NEFIEMAEF S OZW 7 V2 Y XL OIERIIHLET

HHEBELLNT,

i AL
/NI 81T D PR R DB EEE S D

JRIRNE, Y 2 B U 7 M BN A SO
WEET S HONEL <, BMERTENENEE
#  ( acute
myelitis : ADEM) OEEIE, Zid%
FMERE{LAE  (multiple sclerosis; MS) <R
THRRERER (neuromyelits optica; NMO)
DHBEERDRE DL < %15 DA DR
MERESERD, ZDRD /NEHIOEE
E 5 Tl¥. Clinically isolated syndrome

(CIS) B RFRER ZIEBEEERIL .,
BWUNCIRREED D Z ERNETHD,

disseminated encephalo-

1) FUMRERFEGEE FH R AR R EE 50 3
2) JUNEBRFER G EERE N R EL B
3) JUNRFREBEE SRRt PR,

SEVNEWIEBEES % £l ADEM
LRt AT T X AREVERT
5T & x BRI, BRARER, MAE., EigT
RAZ2\WT ADEM, CIS B X UL R
DWW T HBRIRET LT,

o7k

L EREIEERN 2B FRE O FIEEH
WT, 2EO/NERZIEE T 5 ERT R
(950 MEFR) oxf L CEREEHRE (—KH
) LERBICET oA (CRME) 2%
M U7z, x21& 200541 B 1 HMH D 2007
12 A 31 RICYEMk a2 Liz/hNEB
BEERBEE L Lz, ZRFAECIE— KR
BETEREDY LEZEDOH - -3 L
BEEZEAM L, BEER (BEFH. 4.
BRARER, AR, MRI HEif, 18FRIE.



BEE A AHHEICE Ll L,

RE A AL CEIZE DS D VT N R G
PR IBAE 204 400 5 %ﬂ@ﬁiu%iﬁ%%& L
T ADEM, CIS, NMO O2ifLiEi
I DE A A Rl L T, na%ﬁ%ﬁ%«i
International Pediatric MS Study Group

FDERRE Ve,

(i B i ~ 0D Bl i)

PN e e I WO B e P 2 A e N
HERZOEBE/RTND (2064 7).,

WHoeRE 5

WIE L2 - DV CRER 2 et D 3t 4
& L7k 127 56 (ADEM 66 fifil, CIS
61 JEG]) Th-ole, KRR S
fc%ﬁﬁﬁgi& LD E, 2 EFICK WV THE
BEFEHE R > O [EE Sz 2558 LTz,
25&&¢Anm4iti&mz3m%cm
W2, CIS FE7213Eev 2 fEfl % ADEM (228
W L7z, CIS SEM T multifocal CIS 39 5
IR 20 FEFIDY ADEM & 72 1358\ ClaZ &
Tz, £7= ADEM F 72138 ClEZ &
Tz ST BB I & B TR ) 52 0> B 4t
L7 EBIAS 13 JEF B - T2,

RIZ ADEM OZWi»bEEZE L2
>7-# (A>ABE) 66 i, ADEM »>5 CIS
W A L7 (ASC R 23 il LY
CIS Wb EREZE Lo i

(C>C #%) 27 fICHEZIT -7, A>A Bf
TiIfh 2 BB UBROMENEL

(2.4:1), ZEBRBOAERE DT, I

PREEIRIC T A>A BETO A 2H]TRME
FERD T OIA FEHIER & 5 BEERE
RPEBIHEERE Tz, REFTROMK

T, ASC B3 C>C BEL R LAREIC
BEIR A B S £ > - 72 (128/mm3 vs

p=0.04), R RLOMETix
A>C B C>C BE & e UM EE B B9
2, PPE T AEZ. 3em PLEORRE £
9 ADEM %z /Ry LT a2 @i,

40/mm3,

® 1 /DRYIERHERORR G

A>ARE A>CH C>CH
FEBI 84 23 27
() 5.4 6.7 6
L (MF) 2.4:1 1.3:1 0.9:1
WS 17 3 3
BRERAEIR
Feah 19 4 16
EiEE 64 0 2
FUWhA 14 1 4
WRRER 11 0 3
BEHE
B (/mm®) 83 128 40
BB EE e/ d) 61 44 31
TEEMRIK 5 2 60 23 17
g PR £ (2 38) 18 8 1
BUTAER 38 17 9
- IR 30 8 10
Jemill 18 9 1
B

ADEM 75 CIS IZ2Wiz ZBF L#ED
%%%%@&Lf I EREEZRD 2D
. BRI AR BB 2o gEEy MRI BT AL 6

Ammd%rﬂﬁémﬁ% D DAE D B
27z, IPMSSG ORET 5., /hNEDO ADEM
TEFR DR S IREEHIL, [RBERITWILAZ D
BREECEMATE RV, BHESTEO
ER|] (MREGEIR) 20EETAHZETHD
2, ik, VNEOBREES MS (R
?é)x&i kiR b a%®ﬁﬁ#
HDEIGEEITEN ] EVoHE Inh LT
S2TW5, NETHERARELZ [ﬁé#’bf)
FEENE A O BRAAIRBITR AR LT
BEEE DS SO SRR 72 S DB B
AT HUERSH D,
/NRIEILBE S ORI >V T D UK
Dak—h VBT L L, BARANNET
X ADEM OBEEE BN A BICE D> 72 (52% vs
32%, p=0.002), HARN/NRETIEA v 7=



BRI SP B 1 v A D BB IIRICK & b
BLCEWI SIEMbGNTEY, Bl
BAERBRLTWDAREEN & 0 5% OfE
BUNETH B,

whwm

CIS D’ hgrE LWE&TH Y, ADEM
BLONCIS oRWncIE, ZWrEER X 0%
DOFSL LTeE R EMICR#RLZ LT, 2
WHCLERBRER T INET DLERDH D,
B2 W L ONRRFERREDTZDIZ D
NEPIEIEESOBZE T L= U X ADE
RISMLETHDHEBZ OILD,
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1) Krupp LB, et al. Consensus definitions
proposed for pediatric multiple sclerosis
and related disorders. Neurology. 68:S7-
12. 2007

2) Krupp LB, et al. International
Pediatric Multiple Sclerosis Study Group

criteria for pediatric multiple sclerosis

and immune-mediated central nervous
system demyelinating disorders:
revisions to the 2007 definitions. Mult
Scler. 19:1261-7. 2013

3) Dale RC, et al. Early relapse risk after
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H A A MS B35~ Natalizumab J§¥EIC 1T 5
PML U A7 LAREE Y 7= 0 5k

or B H9PpIExEY
FL[EFSEAE
EiH—>5 _ William Carroll®’

W E

K FHESET P, John F. Foley® . HPHEFY, &

Db BARNZFEVERLAE MS) 3~ Natalizumab JEIZ
P S L ETTIEZ BV ERGEE (PML) U R 7 Dt 2 HAJIC MS B &
Bk T PUL FEIED U 227 O—R & bE DI T BRI
STV D BAmREFRT e (NMO) J35 T D PML JRII D A /L A TH D JC
A VAR BAESRIC OV TIRET L, T8 T0% Sk L 0 B T o
T2 2 L. SREEIFEIEER R O N0 BB T b NS BB & ORI HUAR T
RIZZEN e pole Z e Z M Ue, £, BOKMS B OKE & i

L7,

[ #F 9% B B9 ] Natalizumab
(NT2) 1 -4 integrin IZ%F9 5
t MbE /7 a—F A FE T,

UUANERIZREETHZ EICLD
/& PN R RER S ZEEL LT

VNHO 5722 BF 5 Be 25 76 MR L
v 4 — P NHO F L BR Befit iy
Bl 3 Rocky Mountain Multiple
Sclerosis Center. %’ &IREK
A ESFMERT - AT
fER, ) JUIN KRR AN

B, ©) Sir Charles Gairdner
Hospital

% VCAN-1 & D E ZHE L TH
EARE~ Y L RERDEAT D 2
LEMHETS, ZOERIZED,
A8 E R 22 58 MR AL E (RRMS)
B O MRI OIERRE B %
IFIEERICIEHE L. B2 E
WZHET 5, Lo, — ) CiE
17 M2 BE |1 B OE (PML) 259
TIZ 500 BT < FIEL TV D,

PML FEHEIZIZ, Bu JC U ALK
(JCV) BB B Otz 25 » A
UL Rk S D NTZ TRIR & s
PHIE (IS) fEHENFEET 5 &
UDRIZBELRDEVbND,



HZ< A MS 8B CToHt JoV Hifk
MR A ME L, IS 2 EHR&
EXNTWVWLHEMRERERR
(NMO) B LR LTz, B D
EREEEZ T, IR BEARA
MS BB A~D PML U A7 &/ 72 <
THOOEEIEIT OV TIRE
L7zuy,

- [x& - k]
1). 2014 4E 9 BICFLERR
OEF DI EZZ LTINS B X
TYNMO BEEEE B (NMOrd) oD 3EgE 77
BIZDOWT, fLFHL JOV Hufk o
HEEIT- Tz, FIEEE 2 il
? two-step ELISA TH 5,
2). KEAMS BB HE
& NIX %5 4 BHO M PEE L
D EYFSHT & BER TIT o 72,
[F55E)  Hi Jov Hilkix 54/77
71 (70. 1%) TRRH HIL, MS & IS
15T O NMOrd [ CIBMERICE
BRI o7 (p = 0.419), 30
FELL T TlT 44. 4% (4/9 B1)) TH -
7273 .60 mE LA TIx 85. 7% (12/14
Bl) & EEIZ L D ENED D
Tz, BRCK T ORBMHERIT 50% 15 23
2, BARN TIZOROE U MHE
AIRERD BTz, NTZ {BIRRETIC
index 1.5 LA EOFURMEZH LT
W5 NS BRECIT PML 3HEY 27
DEWNEINDHH, FL JOV HufE
BHERE AR A M BFE O

64. 5% (20/31 #1) < 1.5 LLE &R
L. BARAMS BETOPML U A
7 DE S EaBR LTz,

[(Z£] LDEi»L, RMNTo
PML FIEROE I3 FEH S, &
2 P A6 R R & oD B EE A3 TR e
ENTEEN, MS BEEEN K
E RN & TR, (KEIC
I P RER I OVVLAL fafnE
WRIRDZENH - TETz, M
W EEFRAT ARG R D i T 7 5
EORELZ Lz,

[iEsm] B JOV BUiRBRME=R A
FWESEIORE RN S HARAMS &
FETO PML FIE Y A 7 I3FEIMNE
I HEENZ ENRHEELSTET,
Fhdz, £V U RTDOENE
ERORBNRLEEND EEZD,

[szEk] BRI T O 2
W CHE KX L /=, Clin Exp
Neuroimmunol, in press; J

Neurol, in press.
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LHEMUEEILE S AMEERRICRTDIIRAEZMO LR & BEERFOHRR

BRIEo il « BRIBNERE  SRAUEE B RER SR 2 (b )
WRAEln 3« Rihge HURTE BRI K e R 8 (R PR
FIEbs )3« AEBA IR SIS R SRS K S A B (iR PR
PRS0« PRI SRS B BB R 7 e G RS2 (bR )
BRSeln o« HERPHE  WRRPERLRSE MR SR AT v & —
B

[ B 9] 25 PEREALAE(MS) & AR i 2% BEE0R S (NMOSD) C K 1 RIS 00 i &
FEAM L, ZEREEBAT - FREE & | SIS D R A AT LT, [k - J5ik] 2009 4
26 2012 4 FE CHPEICEBE LTV e MS & NMOSD B3O 9 B, [’ % v
T L7 MRIGD-TD G &, PRI RPREHE AT 7L VHERR C & 72 12 JEBNTXT L T,
MRI @ BAAD (Brain Anatomical Analysis using DARTEL) fi#4T% FIVNC. [Al4E AR
BT — & LR EVEZENEOTREE 2 Wi L, FEsE3, 3RO AL (3R
Ok, HEH. IgGindex, Albumin leakage DTRFEBIR A % CONEIE, TRERTE
TOZE) | FMIEICIIT 2 BENT T — 7 5% & OBEIZ oW T, SERMNT 24T
oz, [#EHR] 2z 227 2 P EOFEREZRDI-OME, MS TIEM{IEEEE, NMOSD
CIEAMEEEE C, AMEEZEZEN T MS A EIZHA > 72( p = 0.008), ZEHEO TRV VGE
1% & BRI DWW T DL EMENTIL, NMOSD CHISMIEL, FAFERGE, 1REERTHE
WA, 1RFEE O IgGindex T, MS TIXIRFEE D IgGindex, 1AFHE OBl T
BHol, WBDKEFTE > T=DIXIEEE D IgGindex DHTh o=, HEDT T — 7%
VEIR EBIC RO CRBRE 258D 720y 72, MS IR CIRIEIEE O BRI L & HEE
DEMCA R RMEZRO T, UEm] fERIZB O TIRREZ O IgG index MAITAIE
DZERE & BHE LTV e Z & 1X, IREE O PHERN ORI EL, D
WIEIRIEMEDIRREDBI 5038 2 b, MS (BT DK OZERICITMIE S & -
TIREENEES- LTV A Z &R ENT-,

=
52

A BB

% FEMERR L IE (MS) & 1R 1 B 4 B R
FE(NMOSD) Tl KK EE O BEaRs 22 1
%, KIMIKEENOBBEREDFE, &b
FEERCKEEOEREZ KT Z EnHEIN
TW%, MS DOMEMZENICET HIEOH
BIRATIC LD . IRBE., FRCEIIK BB I35
JERHID O ZEME L, KIMRZEZ£E 5 clinically

isolated syndrome (CIS) Ti%, T TIZHHD
FEEETO TR | EEEREREE O TR VEF]
WCRBWTIE, $ERESCFEOZEMEARAN T &
BHLNLR>TND, BEOREREDE
& BET D IR A E OFEREAIL, £ Ehic
BRENER->TEY, Tx OREROEMICE
75 ZHE TOMTIZB TS [AEROMER %
DTN D, KIMBE M D UFFEERALITHIR



B, B, BUEAZE - (UERZE - BHIEERER LT
B FEMITCHIREITERE N D
s 75§$|§%: SHTWA,F1z, ﬁﬂ&i@*ﬂ%ﬁ%)ﬁﬁ\
S IZRT HREEE, MS ICRBITDIREE

@%%%u®3%@@ EﬁMTL%%%T
ERAAAN

MS < NMOSD DOFREHEREE Iz IV T,
WA THWLERLTWS Ny 7 U — (Brief
Repeatable Battery of Neuropsychological
tests [BRB-N]. Minimal Assessment of
Cognitive Function in MS (MACFIMS) 7z &)
WL T, BRETEE LI TN HON
2, BB TEF L br—L%E L HR0T
72 b nizd . ERBZIE R > T
DOPRBERTH D, AHFFETIE, RBAHREFE
WEEHMIE T, MRECIK BB EBOFEN &
FEAm L, FEHEEAL - RE L. FEMRICEET S
R+ ZFEBEBITIC TRET 2L & LT,

B 55k

2009 x5 2012 - F THPBTIZE@BE L TV
72 MS & NMOSD BED 95, F—##%
FAWTIRE L2 MRIGD-TDHE & &, B3
RFBER AT A FER C & To 2L 12 JEAIIC
%f LT, MRI ® BAAD (Brain Anatomical
Analysis using DARTEL) fi##7 % F\ T, [F4
RigFEET — & L IKABEZEMEORE & HlEE
fli L. FREH. BREFOMKITR (FRE
Offask., EH. IgGindex, Albumin leakage
DIRFEAIHE %« TOYHE, RER1TE TOZE
{b), BEWEIZBITH2AERNT 7 — 7 %L
DOBEEIZDONWT, ZEEMRTEZIT o7,

(fR B E A~ DELFE)

RGNS - T, RRERER K FEES
AEEEZE I CTHRERBEN AT I,
BESREA~FT G RMAEIT o2l 7
F—Ah Fartr 2B T, BEABROSFH
EESF LTV D,

CAFFRER

BELEICE L TIX NMO BEE B 2 41,
M 10 5, MS BRI BN 4 41, £tk 8 Bl Tl
BORRIIEEEITIE» -T2, FHREER
IE NMO BEAS 453 5%, MSBE 248 ik E AR
12 MS BENEE DS . MRI IR B O LB EEE C
i NMO B3 52.9 %, MS DS 36.0 5% & MS
BERE» -, BREE L BREHIIEER
ERO IR T,

KK A BESEED Z AT 52F 1ITRE LT,
ZAa7 2 U EOFEHEERBDZDOIL, MS T
I AMRISEZE . NMOSD TIXAMIEEE T, A
ISEZEZENE L MS 23 Z TR - 72,

: plE
¥4 so (WS vs. NMO)
0.81248
E | 0319754 6.74204 0.008
LEES | 0290673 | 0741273
0.204
0.93044 0.8252
| 1.765448 | 0.727801
2261955 | 0.814564 0108
RS 2252024 | 0.561206
- 0.008
| 2.867356 | 0.572311
| 0.652635 0.76307
E | 1414332 | 0578555 0024
SRTR 0.288161 | 1.104205
H . 0.299
| 0814118 6.92704
0.088180 | 0.514874
% - 0.729
G | 0152378 | 0548474
| op41516 | 0.747223
& : 0.564
| 0.211852 | 0.825643
1.431854 | 2221276
= | 1206794 | 1.112757 0.024
BER I -
1.158463 | 2.208793
H - 0.248
| 1.805507 0.51449

# 1. MS. NMO F£ 0 KM Z 8 EhE

BREZ BT DK B E ZEME O VORI & B8
T5EFIT 20V T O HEIFREN Tk
NMOSD THHEIE, 1REH% D IgG index N H
V. MS TIZIREH O IgG index, 1RIEHZ DR
RIS B 23R 72, T ORIz B W
THRIMEENT 7 — 7L OBEEEZRD
N T,

I BT, BHICBWTRINEREAL & B
T HRTEZBEIRSHTIC T LIz & A,



NMO CIRIGFERT O RN 25 723 P e AR J80
0.999, EMELARI D B EIE 0.999 & FRY VFH B
ZER . FEIEAR MR AN UL EFREL 0.533 EEYE(LAR
D BAED 0.7619 & LG8 HH P 25060 T
72 MS TCULIEHRHE O BTN S R E ST
0.882. FEHE(LAR KD B E=0.955 & BV VFIEE %
O TN, WREC SR U7z R R O
IgG index DA T -7z,

D. %%

DEAFN O Tdo > 7208, NMO, MS 123
WTCIR B ZEMGIC 8 % 5 2 D I-F1e2>n T
BEt L7z,

TR B BUNTIRETL @ 16 index 23MUIER
BEDOFENG & B LTV D Sk, TRIRE L
W& DO RIESUE DS RE LT D & &R0 BLT
B-cell follicle-like structures[Popescu
2012, Magliozzi 2007, Howell 2011 72 &1
FEZ LD . RETENIB VRN 72 JE 23 Rt L
TWD Z DRI S LT,

KMEVE O T F — 7 % & PR BV HE 255 0 B
B o122 Lk, ICBWTITEE ORHS
EIR A O N B2 5 [Saji 20131 2
EEBEL WD L0, B &R
MV E 2 S TR LD AREER B D = & e
EDREE S I,

— 7R F BT D MS TR AR D
M HOWTIEL, LEOMF L BT,
1R OREIRAIIIE 2 & OBTEM D TR - T2
ZEE ., EBHENRREORRLD L, B
IRF D JRAE DR S HAELEE L T D FIREMEDS TRIR
i,

i
-7

G 2A

=Filiiil

E.
MZEREO U 27 ®F& LT, NMO Tid%
JEEMRPE N L0, AT A RIBERTOR
WEACHEER O IgG index NEETHA Z
&L MS THERAT v A FIAERICHRERAREE
NN L IgGindex NEETH A Z &2

E DL I N
it R

R S T,

BT HWEOEND, MERED Y
A7W? DN E 72 - T D AlFEMED IR X
o, TSI B 5 7 a2 ) TRRSniRE
B 7 A T TS e — T — & OBAEE
DOFHBANE & Z ) Cfptr LT FHIOF 29
A, T - U AT RF 2 EE B B
T D BN D & bz,

F . e/ plE it
L.

G. WF9ess (2014/4/1~2015/3/31 F3K)
Fm L FEFR
1) Kokoro Ozaki, Nobuo Sanjo, Kinya
Ishikawa, Miwa Higashi, Takaaki
Hattori, Naoyuki Tanuma, Rie Miyata,
Masaharu Hayashi, Takanori Yokota,
Atsushi Okawa, Hidehiro Mizusawa.
Elevation of 8-hydroxy-2'-
deoxyguanosine in the cerebrospinal
fluid of three patients with superficial
siderosis. Neurology and Clinical
Neuroscience 2015, in press
Hattori T, Arai A, Yokota T, Imadome K,
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Immune-mediated Neuropathy with
Epstein-Barrvirus-positive T-cell
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2015; 54: 69-73.

Akaza M, Tanaka K, Tanaka M,
Sekiguchi T, Misawa T, Nishina K,
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3)

FRER

1) BEESHR T, =MR{RJe, BRMETE, KIEIE.



2)

3)

4)

5)

6)

7)

RARRAFBER BB IR DR AR & N
& O B DR, 58 55 B B AR EET
MiRk%. %8, 5 A 21 H, 2014 4.
RS T =AM, BBEMR I B H FETE,
KIBTEE. SRMEBE(EIZRBIT 5 IFN &
FIOFME L REMEOBRR. 5 55 [F R A
RS, @, 5 A 22 H, 2014 .
B TEF, =@Mk, EMEF H)ibaT,
FREEL., BRHEME, KR REARES
D= U AARERSMEICET DT 8
55 Bl H AR MR, B, 5 A 22
H, 2014 4.

PR T, R AR IE—AR, 15 FEETE,
KIBIPE, FEEH T M MR R & B
AL ME RO L. 55 55 [3] H AR
SRS, B, 5 A 22 H, 2014 4.

ISUREIE, =R, HEEPREE . MM,
PR, KB, SRMEEAERE I

B HRAHEEERESE & MRI TOXIMEE -
FE SR & OB (H1E). B S5EHAR
MR TR R, i, 5322 H, 2014
.

SRR, SRR, REBME BT, TEEEK T,
LR, BEEPMERE, KIEITPE. MELAS JEf
DRREE TR FEAEAMERI D L-Arginine 755 D
BEr (ZEEM). 5555 B B AR 20
K&, f&M, 5 A 24 H, 2014 4.

e AiE], =Rk, TEREE . ARIE—
BB, KASRERR ILAZRE. By BEAL
TR KB, Y aA R— 2 54
DIREFTR, - BBFTR NS — & X T aA

REOSHEDIRES (B 5. 5 5518 B A

RFSFMRE. @M, 5 A 24 H, 2014 4.
REZY WMYELVL. =R R, MEEY EHE. KE
Ty, BEE PEE SRMEEE & RARRE
BR80T DK B ZEME O Lo & BE R 1

8)

DIFR. 85 26 Bl HAMREEFES, &R,
201449 A 5 H.
9) EME, =R, HAREWTF, BHEE

T KBIETE. BRI 17 EGORK
TR & R TBAOME. 25 26 [B] B AR50
EEEL, &R, 20144E9 H 5 H.

10) By 2, T F=RF. = MR KE &
FE. BEH FRTE. AFRRERMEZ R ME RIMEA I
FESE LT AE O RAS AR E O &1 T 1% O R
55 26 [B] H AR SE P2, @R, 2014 4F 9
H4-6 H.

11) BRI, eBR BT, A A1, BT
B, SREEE, R, MEMEE 2R
BEALAEIZ 31T 2 BN BB ZEHE T B E 3 5 K
FOEET. 5 26 B B AMRRETS, &R,
201449 A 4 H.

H. SR EEME O HFE - B8R
(FEZEZET, )
1. FEr IS
L.
2. BRI R
L.
3. F Dt
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R B & 2RI LREIC 5 1 B IS R O A

SEgEE  FEEER Y

HEEEE AR R Y, BAZET Y, 4R Bl VS BT Y, INRE Y,
mNER D, 825 BT Y, WHE BEY, 5 15°
WEEE

SZHMRECIE (multiple sclerosis; MS) & #MIRH A (neuromyelitis optica; NMO) | PR ##% %
HOAEEEBORERNEETH S, MS TIEEEH - AV IFY RO+ b (HSHREREE) BE
B, NMO TEEZ 7 7IRU > 4 (AQP4) itk &IFEMALBAREN U7 A NOY o NEEN—FNE
HTHZEEZISNTWVWS. MS (& TRAEMENE & TRZENE, OZXERTERSh, Th?
NOBEEREEERLT. —FH, NMO LR T2 - BEREEEEDE S & B2 MBSO
FEHSHMCESNTWERWL., £IT NMO [EHBIT2HEREEEEOFETEZHSMCT 2728, NMO
& MS ORI EFAWTRMEE - BEOMEMIE - BROBEBEET I TR v TFEED
7 Z 004 FEEERE U, NMO B 24 TEECAMRFEREICImE P O OBEILE,
FOPIRI Y 4RFaRWNF ZNAOY A~ (pattern specific loss of AQP4) ZERHT=HY, MS Bf &
PEENBEBOEMICITFDED o/, MS BEE NMO BOBHETIEIEET S — 7 I SMI31" #HERE
APHIZREBIZRO . BT NMO BTIREBBET>—72BA T, FOREMO periplaque white
matter [C SMI31" BIERIE RN 51, = DRE L MS O periplaque white matter YEEE IR & D 8
ETHoTo. KMEETIENMOBOSBITREIBICT 7 7RIV 4DFERWN P A OYA
N7 1B IR D RE, RISHE astrocyte DIENN, S0 O7Y 7O, SEEAOXEMIZE
EZERO . NMO BEO RN B I EFZEEREE, Coneo OIMEFLVELE, BEED U > /CEIFELUE
WEFDED oz, —7, MS BETId subpial type, intracortical type, leukocortical type D FZ B M RiBE %
iz, LELD, NMO OXINEE & BEICIE ‘astrocyte-neuron interaction Z U 72 AQP4 {K7E
M- BRBEIEREE O MR D HEE NEEL, NMO OBETEARARO—IREE > TWAAEEED
mEEhi.

R EB
ZFMERB{LAE (multiple sclerosis; MS) &8
REBEAR (neuromyelitis optica, NMO) &
RHRREBCREEEEODRERNEETH S.
MS TR - AU IFY ROV~ (BB
FREE) BEDN, NMO TIEFZ IV FIRUY 4
(AQP4) Hifk&EMMBEZN LT A MO
YA MEEFN—BNRETHZEEISNT
Wa,
MS TIFREFI & D RABEREELNHFE
U, MBZECHE VR RERICEEZS
ZZAREMDREEI N TWS L MS TIER
HEZT TR RMEEPERRRBEICLES
WTEBBERENEELTED, KHEKE
T2 BERE & RE BRI, RAEEES
K REREEERLLUTVWRHEE SV E
HHIhTWa 4 I5CTRETE MS

(SPMS) BEODRFH TREEIC B HidEaE
R ICHEIRL, COMED Y > ) CEIEER
BED, FEXEEREREE, neuritess DZE
M, SO0 U70EEHCEHETZZ &N
BEINTWB S BENS, MS & TR
B & THEZM OZKBEZTERSN, ¥
NENWDEELRRE ER I TR ERS
nTtwa.

—H, KR, KHBFEHL LRI HRENE S
iz NMO ICE W T HRMBREEENTFET
B eHEFKA? E Blane 5 P MIRIICERE L,
FOBEMNAESMcEhD2DH 5. LD
NMO 817 2 RABEEEE & BIAKEERES
DEELRZHEEHEOEMTBESNCIHh
TWRW., 2T NMO [E &I 2R
BOEEZBESMNCT B8, NMO & MS D
BN E AW TKRINEE - QB0 -

1) SORKERINRFIEERNBIZDEF  2) FORKREMAEITREZ DI



RO ELEILETFT I PRI VA FEEDIE
FANOUA NEIREERREU .

MEAE

NMO spectrum disorders (NMOsd) 12 I, MS
56, EEXNE 8 HIOFIRAIZRITL . AT
Ny YUY ITAIVEE, Kliver-Barrera 8
ICHN X, pan-neuronal marker, U VE{b= 21—
0712 X2 (SMI31), glial fibrillary acidic
protein, aquaporin-4 (AQP4), = T U Vg
Z H (MBP), CD4, CD8, CD20, CD45RO,
COneo [CXY 2 B HBFHNREZT o 2.

MR

NMOsd # D24 THEPEMRREIC I
ERDEOREAELE, 7O IRUY 4 HF %
KWz 7 ZNAHT A b (pattern specific loss of
AQP4) ZEEHH, MS B EENBHOE
BiciE@mbBh o,

MS & & NMOsdBHOHETERET S —7
(MBP™% Jesions) IC SMI31" Hh5RHE X &
REXRERD . FFIC NMOsd BETIIRBE T
S—U%BAT, TDOREMED periplaque white
matter (AQP4™#™ MBP" lesions) lc SMI31"
MREAVPROSLN, TORER MS O
periplaque white matter (AQP4”~ MBP" lesions)
PEENRBLDBETH - I

RIMEZE TIENMOsd B O LB TREIEIC
FOFPRIY 4 PFER\NcFASAYA b~
%, 1 BICHRMEORE, RINE astrocyte D
i, 27070 701N, WEAOKIEMR
f2E % R Tc. NMOsd BED KR E T [E 52
EERBE, COneo OMETLELE, TED Y
Y INEELEEE RO B o e, — A, MS B
Tl& subpial type, intracortical type, leukocortical
type DEEMIHEEZRD .

ER

NMO IE 8B 2BHA - FiEA - EHRE
BRL ORESZNRHIE, NERFEED RE
sgO7Uy - @BEREEEMEDOE U 1L,
FZ AT~ O pattern specific loss of AQP4
THD. —H, NMO OKRMEEICIE, MEFE

B O@ETEY REEREEEE LRV,
FZ2MOYA hD AQP4 T EIREEAL, ?Eﬁ%i
EKomLS, T/O7YUTFOENER

2Bl E& D, NMO OFRIRERIC &, HEEN
KT LU 2BREOERZREZ{LNEFEEL,
REBMRENGERSE (1) BREOSHERE
= - AHREE - HUAMIZH, Q) BRE - B
RIBICERE T 2 RAEEEEZ AT 208
HEHREENS. 51 NMO OXNEEIC
BT 2HEEIE, MS S EEBRD DD,
ABRBICH T 2HREEBRBORE & ER
DBRICHEWNT, NMO & MS (FEBDANRY
N LADEBEOTREENRERI D >

NMO OBREIEET B &, SMI31T #KiE
AN GEETS -V ZBATEZOEEOD
periplaque white matter (AQP4™#™ MBP*
lesions) (CHZ<FHESNT=. MS ICEEEL T,
NMO DEARBEEENEETHEIIEER
BRLUTWSHREENTRER I NS,

MELD, NMO OKRBEEHEICIZ
‘astrocyte-neuron interaction Z 71U o AQP4 K
B - BREEAFEOHRENERE NEE
U, NMO O#BEFRARD—ImEE>TWVS
AREMEN TR I .

i
NMO OABEE & BEICIE, MS EIEERD
R TERT 2HREUERENEFET 2.
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AR I 1 5 B A B R D RS B 7 IR Y - R

TRER RO T
WHeor M - & BIM— 1)

WEGENR I8 MRHFRER D, gk 2), EIREEA DL ORI D Rt 8), 1L 3).

WA 2)

WHIEE

FARREFF B (neuromyelitis optica, NMO)DFFHEEZE 1T EIC WP R B A 429 BT vEs
I BT 5 ESNTEY , SEIEBREE S 5N 5 357 %5 MRIIREH & G5
SR T ORI AR & HERRER A B RS Lie, TRAD - SELSEA0IT & K VB R L
I BAFBETEING . VRIS & BRI LTV e, JEESA9IT FENE 0 A S M i 4
FRPESTZE 35 70 & AUV ZS OO FTREMEN 2 X BT, BRI F o FVE M o A e 5 BT
RS 2 RN - TSN L U7e S AU AT BEBIIIR 00 B MR 25 494 & JIEL LT
B2 b b MR b BRI B LT 5 ATHRHE DS T RE A I R S e,

i =0

BIAPRAFREI I HARE 2 & R IR
(longitudinally extensive spinal cord
lesions, LESCLs) % 4 & 7 % B )&
BlSh, BOHEE LTRT 2T RY »
AAQPOTERFE SN TWVD, ZHET
DOWFFETIE, FRWREIIEICPLKEE L

FEIHWPERZE L 295 &L ShTnd 129,

AfE, —ICE R L TW5 1.5 7 25 MRI
Ll U e B, 3 7 A5 MRI
TR LIER L S E CHB B LR
HIERIT LESCLs ORZESTR 2B L,
REERERIC O VWTHLNCTAZ &
BiGL Lz, |

GiZimaRes
© PRSP

F8E MRI 25 3 7 2 T TR S, 3HEE
ULoBFHFEEEZAE L, B TOFEREN 3
EILLNTH 5 Fk %2 N7z Lz NMOT7 #i

1) JUN KRR SR B i PR
2) [ FER
3) [ IAT A A I

(Wingerchuck DI & 2HET NMO 2l
Wi 7297). NMO BIEE B (INMO spectrum
disorder, NMOSD)9 {4l % & #>- 72 16 (15 41
L AQPA BRI ) & Bt AQP4 BLiRREMEN
WeFB S NI S INEBAIED 15 HlE w5
L7z, Fif MRIT2 SRF0EG RS T o &
LEFME ST R EL R E LT, KA
B L BE % 6 DOBEBEEA . BTA . TLE,
R, AR, IFOIC T TR & Bl
L7z,
« PR ER RO

NMO D 10 #1(9 #ili% Wingerchuck &
W2k 1999 20 NMO ZWiEEHEZ 72 L.
Y 1 BIEEGET NMO W25 7 90).
NMOSD1 #il % fi\ 7=, NMO1 i d %4
AQP4 FLIRDHIE S IUBSED HERR ST,
FREWE 50 s L, 7 A badA b
~—J%—& LCAQP4 & GFAP, 3T U v
—%—& LT, Klitver-Barrera ¥:f4 - MBP
REREAEHEAT LI, ~7uT7 7 —Y<—



A—& LT CD68 SfE a2 fifT Lz, 4
MEFR D> D OFATHFZET 11 Hlo 5 B 6 FldHt
AQP4 HLIRBGME 1 B2 & L) XHiEmRE <
AQP4 T MHENIE T H LMK
(preferential AQP4 loss &), 5 Bl EEI R
T AQP4 Ye {8 P DS Bl i £ &5 (preserved
AQPAFHINTVBZ LML TEY, 2
BRSO T CRES Mm% RS Lz 9,

B 7k 5
- TR
5 AQP4 FUARBHERE B D E Bk T ©

DIFESFRIL, BIA 7/15(46.7%), FOER

14/15(93.3%), %A 14/15(93.3%). BT
3/15(20.0%) . Al & 8/15(53.3%) . % &
12/15(80.0%) Th - 7=, #i AQP4 FiikEtt
JE Bl T AT A 7/16(43.8%) . oL B
13/16(81.3%), % 13/16(81.3%). Ri&
3/16(18.8%) . Il & 9/16(56.3%) . %
15/16(93.8%) Th -1z, BHHRFTR L L
T, JRAEIZI 7= T2 E{E52% H-shape
BEDS 1/31(3.2%). Linear(—{AIJK & D &)
28 2/31(6.5%), Snake-eye HE(FEAIRTA)N
4/31(183%) TR, T THHL AQP4 Hilk
ARG TH o, F - BEBEERA 0B
MG T2 3 72 3 BERETE R 2 (holocord lesion
with spared peripheral rim)% 2/31(6.5%)
TR,
- MR BRI

Preferential AQP4 loss # TILaT A
13/27(48.1%), F.0ER 12/27(63.0%). % £
15/27(565.6%) . B 13/27(48.1%). IR
17/27(63.0%) . %3 17/27(63.0%) Toh - 7=,
Preserved AQP4 & CIIaTH 7/23(30.4%).
H D 8/23(34.7%).

#%f 8/23(34.7%). Hil
% 9/23 (39.1%). fIZE 15/23(65.2%), %R

14/23(60.8 %) TH o7z, KHEAIRFTR L L
T. GFAP X° AQP4 J2 CHE DAL
EREMERED 4/11 51(36.3%), HEEE
BT 23R 72 U 72 35 B 48 7 M 9% 25 (spared
peripheral white matter rim)% 3/11 #i
(27.2%) TR T, —J7, ISLHEi B B
PIIIRAE IR TE R o7z,

s

Ei BT, B LTI AQP4 BT
TREEAER] & preferential AQP4 loss Bf TR
EINRTL, BBiria AQP4 OIS
WHED Z EARIB SN, AE TGRS
ISR AR HARFEE S 09 < ALk
MEFFEREOZRCL>TNBEZ R
HER S iz, ANZAEmE B BRI A
DHIZBE S, MHREZ 5TV 5 FHE
WD D, BEETOAEME N
BRWTHEIRZE & BRI - FREEEAIC AL L
25, ZAVEETHEREENR O MR M R A ﬁ:ﬁﬁ &
LI L Tz, NMO/NMOSD OJFREIZE
W, EAAT2 BiIC L B 7 v 2 2 VTS
P>, connexin LIEIZ X 5 7 U 7 HfEREE
BEENRE SN TVBR, AE, Bk
B LREERICES LW A REMESE
BRI Xz 9,

S5

NMO/NMOSD DOFFHHRZE ClEH LR
FOBA, BRA/EEINTVWI LS
Doz, BEERE - FEERC AR R ET A
% R U7z, spared peripheral rim OF7E
M BFEERICEMOBE SRR S,
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H AR K 1Y 1 & it 88 /£ (Combined Central and Peripheral Demyelination,
CCPD)D ZH>DHA : 2EEREFREZRKKE

WaEsEE EFEE—1) :
EFEAFFEE EHFERL D, LIERE 2), K 1), ?ﬂ*ﬂ%‘%ﬂ D, KIE D, BTHL 2),
FHILZ 1

 BREE

HAR R E A BB E (Combined central and peripheral demyelination, CCPD)I%H
AR & RIEFREZ BT HD R ENEEREE TH 5. FAlz Bk CCPD B EZK £
% 1O MRI EHAOL7Z T2 BEFHEEZMEB D LLITERICALED D, BB
TR MRI £ - 3R EBHREM(VEP) TEE LR L LD 5. @ FREMREERET
BBEIC BT B RERE - Ty s - BEENSHEL DS, © FEREANHL
MWTRV. | & LEeEBREZFREZITY, 40 EFE 11, L 29%2R L., EHR
JEERRIT 31.7£14.1 1%, BEREE, K T2 90%L Eick o, BARTIIREK
THALN., BRERIX825%DEFTERALTWE—FT, VI r7a—F1IgG
Ry ROBMER, IgG index FERIIFNEN T.4%, 185%I128 EE o, AF A K,
KEGE a7 ) UBEEE, MERHRITZIE 838.8%, 66.7%, 8T.5%DERITH
HCHoTMl, A FZ =Tz BOERETFHNRILI0%IZE EEof. FREBIW
 SRRYHEREE AR b L < 1% 2 28 LLNICEE A BEE(L LT 8 &, Ll ko
HilE % ® 17 CEETE L7ERF 30 Blic T TH 7T 21T o 245 R, A CIXEMMED.
BIECHERE L X THENELS, BAEEELELS, K- FHICERRRELE
TEHENFERILEP T, —FHBE TIIBFREMRAEIL L, RHERRELRTEHENE
BT @ ot (641%) | |

BFE B |
FRAIETERBEMERBIL, TR RILEE
L, REMHREEREEIC RS n A2,
ENE—EFTA—N—T v 75, T
720 b AR E A BLBEE (Combined
central and peripheral demyelination :
' CCPD) R#RNLEETS. CCPD @
BARE R W BV IR T R R AR
IR ETHDRTOVAVORERTH
o7 AEFA- B CCPD D EERAYHK
BRZDT-DEENRZBMEELER L
1) SRR SR SRR PR
2) FMRRRIERSE HIHTRE

SEEREERELZITo7 1.

JFiE

CCPD & B/ 22 %2 OMRI E
AL T2 BEFRELZHSG LIEEE
BRI L%, & D WDITHEMARRIC MRI ¥
721X VEP TREZHZ LD, @ Kt
RAERE CHBICABT 2T RED L
b5, @ FEERERBHELMTRENLED,

2007 D 2011 EORICEREEYS

S UEAE RS, BENEEMER
L OVNR R P E S TEEET 5 1332 Hi



BRI LIRE A i L7z, —kAEOE
UXERIE 50.83% (BT1HEFR)CTH D | 41 Jiigk
T BT IEG 2R LTz, BEM 70 sk 15 %
WERTHDDOT v r— RO R
I 38 Jiigx(92.7%) T 54 FEHI(94.7%)IE
WU T, PR S P D i A B HE % /D T
< &b 2 DORMMFRIZINC, Bz
AR HETR B EDDIER EED, T
DOIEIERW /- SR ED . kel 14
BlABRoL L, BA&AZ 40 EGICHERE O
Bt E1T o 72,
P S
SEAFEFEAEMNIT 81,7 14.1 5% & HLiHy
BEEIEE T o7, MEIZOW TR EM
11, Zcik 29 Bl & LB Th - 7.
FIFEREDRIL PHEARRRAER, SRAEFRER,
[FIRE 3 72 iR R E L, T 39.5%,
39.5%, 21% Th-o7=. MS @ McDonald
ke EFNS/PNS HA R4 2k
% CIDP o definite criteria % i 7= 3 EH
ITFENEN 67.5%, 87.5% T ol ik
EFEZOW XML DOHHET, BKE
EEE 90%LL ETHh &, WAKTE
ATB%IC T b Tz, EDIEDIRIIR S I
47%, BEREERGEEIL 44%I2H2 & DT,
MR T 3 FlicA bz, RERTRIC
SUNVTIE HbAle 1ZWFHOER T H IE
HH#HENTH Y, FuEHE, $1 SS-A Hifk,
P SS-B #Hiik, ANCA BFEPLE, HT AQP4
Pk EREB R B SR OBMERITWD
T b EH > 72. Fi neurofascin 155 Hiff
BEPESRIT 11 Bl 5 FICHEECTh o 7. B

WERIL 82.6% T LA LEBMIMAFRZ

57T5% A& DT, —F, BERF D4 =2
7 aF— IgG N FOBEMER, IgG
index EF-% 7 &6 2 EHIL 7.4%, 18.5%

CIEfECH o7, MRI E, RBRZE, &
BER 2522 T5%IC A & T-. VEP B
I 21 Bl 15 Blicdk & i, 1REIT—
W AT v A ROV REE, AT aA

FAMR®S L, KRERE 27 ) HE
PFRIEDI AT S 41, EHE 4 83.8%, 75.0%,
66. 7% DIREEh I 2R Uiz, F T EpIEI
8H LR BN T Wb DD, MERH G A
Zhegix 87.5% (7/8) L MW E R LTz,
—%, A& —7xu BIFN:-B)DE
FEFBHNRIT 10% &<, 3 #flixte LA
B L CUVzL R O B — 27 D Hughes
functional scale grade & BEfFHiD X a7
5 &, %< OEFTIRRZICE
B RE D E L A & DTz,

BT THRNT & L CHRR R EE &
TR R O FEE W REREI B 72 R 7= 0 Y
FETHOBIER G = 30) & FREFRIE
A (n = 8) ORI HEBEE R L.
ERERARIR L, [FIRERERE CEAMMEOFIS
232 < (75.0% vs. 10.8%, p=0.0008), 45H
REZCHIBERERAUN L A b
(65.5% vs. 12.5%, p=0.0140). FaFRAERIZ
DNWTIE, RABEEZFT HEHIIHE
FIERINEBICE D ->72(63.3% vs. 0%,
p=0.0015). —F CHLEEFE TELED
WG RRFRERECh o 2. BB
FoCiE, FEFRER CTRMIZBWT 3em
UEDOEEEHLEDDHEEREL, 3HIC
HOENTRERBEERRE S NT SRR
KIEBETh o2, VEP ITHRAET 2 Kk
LT, BMSHEICR W CREFT R/ E
LT VWEBNC H - 72(82.4% vs. 25.0%,
p=0.0526). EIEEIT-OV TIXFIRFFEERF
TV RBROEREERHN—FT,
BEZOENS KRE S BERIGMHIZRIT



