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ARt L, FHEIMICIERE %50 L IRIEmERE & L C3RaL
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7 7 7 AR~ aquaporin (AQP)
2 Z VR LAE multiple sclerosis (MS)
ARG BE 7% neuromyelitis optica(NMO)
TR R 4 6 2% BE 8 B neuromyelitis optica spec-
trum disorder (NMOSD)
it R4k T 5 8 95 longitudinally extended transverse
myelitis (LETM)
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7 7 7R~ aquaporin (AQP) (AN FAET B K
Fx ANV THY, BIEAQPO 225 AQPI2 £ To 13
HHEOT AV 7+ —AHEO»o T2, b bR
DT A MO A MZIZAQP4 & AQPI & H T 5., =
DH HO AQPA KT A G5 B CHUEDSIME I L,
INEEEDHMA L LTHRET H2HEMERLIT 7 7R
) ¥ 4 YRR TERLAER 55 (Bt AQP4 BUR R B h#E 45)
LIEFRT D,

A E W PE KR, MR BE 4 neuromyelitis optica
(NMO)? ™ <& 1> @ [ # % B neuromyelitis optica
spectrum disorder (NMOSD) <3 2> D —# & Az S
TWbDTHAH, LaL, TOFITIEARIETVL ) i
B BEI 2 S5 RE AL E optic-spinal multiple sclerosis
(OSMS) D" & EFN TV BN 75 5. & 512 NMO
DHIZH T AQPA HLEBED b D L aMED & DA RTE
L, BYEDIT) BIE AP TFEIABR R Z L2055
SENTWVBY. L7zdioT, MAFGROLENBITZ
OSMS # & UL AQP4 Hitfk B2 NMO % Brob L 727407z
5T, PLAQPA HUAB MR MRE R, FOME, FH
W7 IRIETR, THROEEMED SRR RO —T &
LCH7ZZRIREDDTHLEEZD.
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MERREF O T A a4 ~OEZERICEE AL
TWAKF Y ANV THDH AQPA IZxTT B HCIT
K (NMO 7 a7 ¥ 1gG) A5, iRz /v LT
TA MOV A L OREEEEZNIIH] & B RO RAER K
BiZglERI$7. Zid NMO B IiE % FE 2
7w MR L 72 B CRIEEI KR E T IVICERT 2 &,
xou 7y =Y, R FERERO KEMTBRE & 7 A
PO A b OFELERGIE ST T Y EREORED A S
n, SHITHETMN 2D AQPA PEEIlERT A L
GEDPLHLMIENTVEY, 722 fER D54
(213 Pt AQPA FLfRIC & 2 ik D BRI LS ZE T, ik

F1 WETH B H B X (neuromyelitis optica :
NMO) 2l E #E
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a) SHEMALL LR S %4 5348 MRI W2
b) ;;éﬁﬁ#b:ﬁiii MRI JHZ A% SEPEEALE L % i 72 &
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c) BT 7 7R v A BUEASER I TR
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ST,
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DIRE L% L Cld~ A CEIEMREMED AQP4 WL 7
AtatA PORIGEEZR T OO0, Tk, HHEOB
iR 7 A Mat A FofuHEELFISEI T EiE R
EENTWRY FHERIC L 2B GE 2 = X 4
&, R AR AR A 1 % complement-dependent cyto-
toxicity (CDC : LA DHE AT X D itk fE AL 4 U,
JRR R EGRAIER S WfE i 2 4R U %) &, ik
MRAE MM B AFE PE 5 2 antibody-dependent cell-mediat-
ed cytotoxicity (ADCC : # & HUA D fragment c (Fc) &b
J, TTFagvF I Mgy ru Ty -—UhEoT
7xr 5 =MD Fe XBERPRHESTHILITLD,
MR S B O % B35S 2] D 2 DO A5
LTW2EEZLNTWVDLA, EHELOMFALD 1k
(72 RRETH B X BB CTEIAHTH 2, LaL,
NMO (2B} 5 EERIEA DL 5 VEELIE multiple scle-
rosis(MS) CTlEE SN A4 1) T7 2 Fat 4 b Rgifis
HETHRL, TAMIY A FTHAH I LIZITMENZ
W, bbb, NMOIIMSD L) %4 I35 Fath
A M &R Lz AR o SR B R & X R
D, AQP4 #iEMHUE & L7z, HOREWLT A bay A
MSF—EWnIREIDEEZ HNDLY,

m % %

1.8 &® =

NMO (2B L TIE MS & B# L TORHEOHEFT
KODEPINTAH SN PIAS, Hi AQP4 HURB MR 1
FERICE LTI, REEPETIIERELZHEETE S L
I e EEFIAEIZIT DO TV,

2. N & %=

MS 123535 NMO OHEIZIZ AFEZEZDRSH ), HAA
et 7 V7 AT NMO OHEED Y. BRRIY 7
BIZANFEEDH B Z BT TIE L OWEDH B, BlA
3, EEOP AQP4 iR ME NMOSD & H AN O [Fl 5
BEDVOLDVFEEORETHY, L EREDOEIETHEA

& 2 NMO B8 & 2 (neuromyelitis optica spec-
trum disorder : NMOSD)
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L, LVEEIE L, FBICBWTH XY BNz hE
filz L CwdIZh 2 2b b T HER L CIREBESORH
HEA WY, S5I12F CEEBEHF T RIEMCEE
REBWDEALNDL., Thbb, L)EHEORIEEKHDOT 7
U H) TOBEZIZa—HIFAANEOEE L) H L L
BICZ RO ERRES L, HEOAHEEN LY &L
B9, ZHIEF 2 —NTOLRED NMO OFERTD
IRENTWD, Fa2—NTOEREADNMO BEHIZHEEIC
FEETHY, LV HERENEGERREZ KL, Mk
FHISBAL & N magnetic resonance imaging (MRI) T X b
%L ORFERRTY. T2, A4 5) T TORBEERE
DEAIMEMETIE, NMO BHEIEZDF21.5% TH
D, NMO BED 77% I BEHKREEE- Tz, B
WED v NMO BEOILFIZEERDO DT H0.35% T
HHEans". —J, THETOMS BV ORI
&R PEIAIRE 45 74 BICHT AQP4 PR % 15 L 7278
TIXFEIZ 28 B1(37.8%) THMY TH Y, F 7w
SO PLEIE S B 2,366 44 O I iFH A Tl 583 % 0
24.6% HHEMETH o727, LarLl, ThbiddsiEfE
NMO, NMOSD, & %\ id MS ¥ T% & o724t AQP4
PURGEDO SR L A KL Tnwb D TH S, &
B H AR IRE R S BATE O S ik TIT b - RE 5
PR AR 2% 383 B O LI M A T U 44 B (11.5%) 3L
AQPA HUERIETH V™, T NAEEIZHAAN DRSS
AR E BTSN ODOHFIIAIED A SN L HE %

HiREE 118% 5%

KL TWAHDEEZLNLD.

3. MECTRER

HAANTIE, ZW2EEL D EEIZZWYY, BK
NTo 28 Bl AQPA PuiRly it DB AR S E, 198
Bl oYL AQP4 Puik b e KL, 583 BloPt AQP4
FuikBy k> NMO B# Tld, 212 96.4%"™, 91.4
%%, 86.9%" LM TH Y, MAREL(2.1+15.8
#5%) 7 ICBRAUIE NMO B3 (42.9£15.9 %) & 0 Hiki
BERE IS ALNTWEYY, —J, kKETIE NMO/
NMOSD DISFEDFIgERIT 4. 1B TH ™, &5,
MBTORIEREBIOH VY, H5WHEHRTIIES S
TTREEEDS D 5.

4, BIEODEGEFER EBERT

NMO DR ENFIEDHEH S 57, 72, HLAQP4
PURBGF MR RII LIS E ALND 120, L3 HK
R E DR OHRIEBIOFAED A STV BYP | HLA ¥
{ ¥ % Tl¥ HLA-DRB1*1602, DPB1*0501, DRB1*03
23 NMO E# THEIZL W™, HLA DAL T,
CYP7A1, IL17F 7% EMBEET L LTBITFHRT
\/‘%}31)32>,

512, Wi, AQP4EEFoTy v Y, Fux—
¥ — I TOERPRE SN TS, E512A) an
7 % — Y1) Helicobacter pylori & Chlamydia pneumo-
niae R T APURMES LA L TWE 2 s, Ts
DBGDERHE F L HES TV B,
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El
FEIHHSHHE D) b 3HHE L WHHE 2z L7z b
D% L AQPA PURFERIAIRE S £ 5 4. $72, HLAQP4
PURFVERIAE 22 O BRIR IR 2 BRI HAZZST 72, &l
KRIAH D UL, P AQPA PLIR G TEHLAHE 55 & Bt
v, JLAQPA HLAHEE ZE T NS TH 5.
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VIT o EfE 2 MR RERE 00 & 4 A g5, HgEoln
FHROLBIES 0.4 LUT LD EEARG], & 5I2mH
[a] B D FH AR 2 2 FESE 60 Tl Pt AQP4 HUIR Ry 145 1 4%
#R NMO Z5h  BE) R&XTHHY,
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2% BRI RCR TIRE (92%) 748, T U7 ATIE
KRR (40%) 12 £ E 57, BOEOH AQP4 Pk
AR C B IR £ 72130 13 49.7% 12 A S Y,
3. RBFEE

HE, BEICEESINS, FOHEAHEE LEEEHO
ABFOFEAFE AL b DR, 55 dH 5 WIET Rl
BOREZHETS 005597,

4. ZDOMtORIEIR
BRCHMRERRE HET 52 0d 5.

5. B fE K

NMO TIIEEEHEDIZ I & i intractable hiccup and
nausea (IHN) 284581 2 £ HIERO—D2TH L L 1
D AU T L BRI AQP4 D43 AT D% WIERE O
LEPSTEWNMNCS % i A% area postrema 2SE TIHZE
LERTWAYY NMO TOMEE XK TIE 40%Y,
HAANTIE 17%"~43% Y L ST 5D, #i
AQP4 HLAk B MEAR AR 25 T DML L 3.6% & 'Y,
THN 13373 4 AR EG L, THN 3$ED 53 11 Bk
AR LB R AAIET 5. 20 THN O,
O HAFE AT (54%) F 721360 (29%) 9 5, @ L
ELIEY ANV AERGEDO LY Y — F23%ETT 5, B IHN

M7 7T R 2 A KB ERERER DR

WA H
OMERT 7 7 R~ 4 kB4

EEIHH
DZIRFIET 5 I F 72 13T o> T BE D4 ) [
OMRzRES) R, WU, W, B0

OHOmE s, KFE, B, FYEER COREOVETEE
OV IX B MRI LR STIR %45 & OF T2 5l (§ CHREER AR 2 mE 5

GORIBREAT O A FiBH I b
B RIHHE

O i HCREPHIETH 5 (HUbiE, ) 7~ F WF, FURIRBE CHE (T TSH 28Rl sl a o7y v Hiuk,

Plrov+ F 25— EHifk), $USS-A Hifk, HUSSBIufkz &)

@%FH MRI T 3 A LL E o B REZE
Q@FSHERE (i) MRI JRZE D % S M LAE L e % i 72 S
@10 A5 70 o F TOLMIIRIL K i L THALND

FEIHHSWHOD S b 3WH EMHEHZ/2 L2 DEHT 7 78 ) v 4 PukG MR & 35

A

OB AR 5 (S A LIE 120k O $LH#E%%) demyelinating optic neuritis

@R FEMERARRE 45 idiopathic optic neuritis

@18 MM IEM R MIFE chronic relapsing inflammatory optic neuropathy

WH B EAHARFE compressive optic neuropathy

(®Leber #EMERANFRAE Leber hereditary optic neuropathy
O EF R I AR AR posterior ischemic optic neuropathy
DB HESEHANEE paraneoplastic optic neuropathy

@ FEHAFE toxin optic neuropathy

BE - UMK ANEE L 72T, VT A58 3 ) ORO#TIA7(0.1) DLk
HAE 0 1) BT ATEE LzRe T, T 2513 ) OEROBIIIA3(0.1) K

2) 4 MRI T 3 AL EOBFRIHEL 2D 5 b D
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OB, ¥TAQPA FUADFHIIC LA L 7ESD D 5
%ETHAHY, NMO Tli&, THN B4tz vaL 7
=, WHWBELEPFETON TS, E5122nb
DFERIZ/NE THICEE TR TH 57,

6. & B8 iE K

HUARE 28 & RERTPE T RESS % RIRRICSSRET 5 D o & il
1912 Devic 3§ & FFUY, ZNASHFED NMO O &ilEIZ (13
T4 —N—=F v 7F 5. NMO OFWEHEICH S LI 12
definite NMO 13 3 #EfA LL_E OB RKZ O FEFE longitudi-
nally extended transverse myelitis (LETM) 235 % 72
TTHHH, BEHEIZE > CEELRZ &, LU
RRDVPEMEIRZEDTHEHMTRIET S, Wb 5
clinically isolated symptom & L COHMFE LD FIZ,
TRBBERDIEL, NMO &2 500552 &% Bk
EXRVWEIZH D,

L7=h 5T, &5MI213 SHEMARLLLIZIZBEZE S L w
BFHWELIEDY 2 e0d b, HELIAONDLZ DD
D, HMREETHHELEMRLIIET 5 b0, HMREE
DADBEREEED BT S OPHRLNE,

Il R AR

1.8 h®'E

PR & 72 MR OB 2SS EE IR T 3 5, — iR IZ W
OHMBRIVEELRLONEL L, BIZEEIOEREE
KTbrb0bH",

2. RERE

AP B B AR 25 1 — ey 7 LS 1360 7% ) LA
12, KFPE (14.3%) RmHMEE (21.4%), e
[%1E(B.6%) 8T SERbONALNL DY,
L725o T, B o3, HMEAESCIREIMEZT
T <, BRI EOB RIS g bh I, FER
(12 MRI 7% & OFERA TRATA S ESINLZ LD
EAN

3. R &

BRI L CEEICEES NS, FlETIE
xS O FL KU B B S relative afferent pupillary defect
(RAPD) 3BT 1), I C LT AR O R} ST AN
5L, MHMERRICAERZD S LB TIERIZ D RAPD 796
P& s,

4. IREFR MRREREPTR)

MBI E— D BE (17.9%", 26.5%") TEEE A
5 ORI FLIERIE 2 520 5 DM, I3 IEs
TEBEEMEROBETET L. LaL, FHd I HERkeE
FEEDERAFT 2 S OTIEZTIET 2 RATE 7213 0%
AN DA S & kT,

5. ¥t F % B /8 5t optical coherence tomography

(OCT)FRR

WHETIEANRYZ b J )V F X AL~ spectral-domain (SD)

OCT % F v 72 S 7L B B D AR B AR 4R HE B retinal

HiREE 118% 5%

nerve fiber layer (RNFL)JE, #HK/E macular thickness,
MR NJE ganglion cell layer (GCL) 72 & O g fE N =
JEDIENTASHL & 7 o T DL B4001% RNFL @ 2 5,
NMO (T FSEERR O MS A LD & A EICFERLL
TBY, MS U EZ THMRERIIER 15 pm Ll 1o
FEHALD A SN SHERHNIINMO 2E 2 5RETHD
EENEY L, ZhiEd < FHMREEDOREE
BEaR_RTZT0HDTHY), RNFL DAPS MS & NMO
FENTLOFERELDHLETLONPRBLEEZ LR
Z)47).

X5 IS BIE OME T, WS CIRIER
X & 2 &, BB 8 SR RCT GCL + (ffikk
Hixfa g & PAIRIE % N 2 72 J8) OFEEALATTRD 5,
NMO, MS, HAREREMTIE O OMIEEALTHY
TR B DIE A D EZED A LI, RHNFEHO—BIZ % 5
ZEMIRENTVAY, 7, MAREEOEAN
BIEEZRTIDOL LT, MSEE TR Z ISE
LTHRIIED S O L MG OIEADEEAEIIFRD 5
WAy, NMO TiZ MS, LETM, E#HXHEOITRTE
B L CHBICEELL T, & 512554 NMO,
LETM, MR % %0 L7z MS, FiEL T MS,
IEERIRO 5 8 176 5] 301 ROMETTlE, NMO & Bl
RKOBFMZD 0D 5T MS T, #EHD RNFL & GCL+
PIEHALE R L, MERE -0 OEANLTER R kK
T L L, WK JE inner nuclear layer (INL) P @
TN FEND ¥ BE 7 IE microcystic macular edema(MME) &
TIUZPE) INL OREEIZR L TEEFfiA T 2 T 5.
INL DA NMO & LETM TA SN L Z & T, #HE
B D FHEAY NMO & MS ORI MIC %R 5 2 & & T
BRED D 0d 5 —J7C, MME & INL O EEx MS
BEOHK 5% 12b A6, @FOZMESME IO &
OREZ GRS 2 HEY L H Y, INL RO LH
THRAR L OIS HBOBETH L.

6. ZOMDIRFTR

BRRER E O I2S U B RE IR S5 28,
FRICHFRI 2 D Id e\, F 72, AKE < 45 DU £ )
FHICIE AQPA 5% {534 LT\ % 728, [RGB o i &
Lo TS F ST RRIGEBEENA U5, RIEZ D
W PE O EIEA, HR4ER opsoclonus™, WEBINO
FERERE 1B AR O D 5.

IV B ]

1. MERE

1) It AQP4 Fitfk

T 52 B Wi I AQP4 SR Z FE 3 5 2 &Y
PLETH B, ZOP AQP4A Pk DM DI IFIEH
WL DbDONH Y, KRIZEHREILS TRV,
Tl s TOKRE, FREL GO E <K 4>
RS DY, BT 15 DB O R 72 B R i AR
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x4 MBERTIVT7R) D AREOELRREE
A THC 1CC Flow cytometry RIPA FIPA WB ELISA
IE YRR e s 72 7ERY b b7 2 7HRY Y 35Smethionine EGFPZikv b Mg~y 27 MMEES v b7
v 43883 HEK/ 4 53U W7 s TR TrTRYY4A T E) 4L sTRY U4
HFA 7% & 4 M1 72\ L
T
AR/ RN O FBMNLEIRG BRI G EE G = BH 1gC ®mI2 MESTERO BH 16G =
IgG 56 1gG Kifr 1gG &4 BT 2 NG BT 280080 Ny FEIL (ISHBT 2%
P Ji i,
JEHE (%) 38~87 42~91 88 57 70 81 67
FEERE (%) 90~100 94~100 NR 98.3 100 97 87
FHr JEREW]. Moy flfE, KmEUE @, Emm. B E R BEm 8w WfE oTR BEN. B
HOHfEOER WImhe Ji5 REaUBH LB By, KERUEL B, KRR L abaEE 8. M. K
T O GE A B ok fE JEIFROES BThE T RE. IgG OIF RN =HURHLH T
fit. TIRFFRAK A O FEEHER. wHIET], fit.
O] BEMEFER:.
ST F W, 2 FEN, PER EOEREAT. M BN, BT, PERR. W OE WA
By, FREREAYKE M. ik oEERE ko ikl ond: WA W), THC LR
B EDS Y L. e e L, el L. JEEERMES BT AKE
B2, prEinEdiR ASHEHIN. E

THC : immunohistochemistry, ICC : immunocytochemistry, RIPA :

radioimmunoprecipitation assay, FIPA : fluorescent immuno-

precipitation assay, WB : Western blotting, ELISA ' enzyme-linked immunosorbent assay, HEK : human embryonic kidney,
HFA : human fetal astrocyte, NR : not reported, EGFP : enhanced green fluorescent protein.

BN, Virchow-Robin M,  #kJEE.

MBERE SN TW5E, RIEMMILS, v b AQP4 % &S
SH7-e MEIRE (HEK) 293 #ifgd % v id 2 ool
wIE &L mIEM LS v L flow cytometry, H
HE L 72 AQP4 & E 70 LAlNE - MARI i 2 28 &
L 72 2o v L EDGSRIELRE 7 v 2 1, Western blot-
ting, MERAEARIERAED (ELISA) & E2SBFE S v Tw
5.

2) ¥t AQP4 FiLtk LIyt o B ik

PR, Uy~ F T, HUIRE B E E b (B
TSH FHRPUE, i1 u a7y YHk, ft~vt
¥ ¥ —EhuE), PLSS-A Pk, $USSB HuUELR L, At
DMFHEHCHA D LIELIE ERT Y. FRCHERED
JiE myasthenia gravis MG) # £ 3PL7 2 F IV a) V&
EPAEO G, AL D IXEZPICEVEEETAL N
2%, AT 2 MG FR I BT 7 8 (524 7 IR A
68%)P % LY, TEFLaY yEEEE AQPL DA
flE T AL § A ENNC S 5 A5, KB D r — AT
1E MG % NMOSD D317 5.

2. EAKE

NMO (2B W, MEFHT T D oligoclonal band 13 &
P, o) UIEAEMEAEIIMS EAEEL L, Mk
ZTH PR EED B I D S F OFEEE TR (735 19/4)
ThHhAHY, HHELZEI LOTIITIVT I v O/
L, @& EE, WK L-ARBEEITHRELEOE S
PBLORBIEBMEEARICHBET L S5,

BRIRIFZE Tl & F & 2 WE OB T O S
ENTWB, FZ7) 7 RHE R M & 1 glial fi-
brillary acidic protein (GFAP) i& NMO O E3E - [FiftHEn
fAZBWTTAPOY A POEEDH KL LT AQP4

EEBITHET S, ZNUHES T, BT O GFAP i
FEIE NMO O F 5 (2,476.6+8,815.0ng/ml) 12 B \»
T, MS OF5M (0.8£0.4ng/ml), o> Hi#E 5 ot
W, SEREENE B2 (14.1+27 4ng/ml) £ D 125 2
WCHERIZEIML, NMO (28 L CTRIE 90.9%, FFERE
76.9% (23T 5. F7- GFAP EEIZIGHIIC L ) 28
EFRLAXVETIETL, TAMOY A MEEDY—T—
2% B EbVbilTw a7,

F72, NMO & MS B# DRIP4 > & —aAf F
interleukin (IL) -21 O#ES Tld, MS BEDVPHETIELH
LONEFI ORI A RO 72O K L, NMO TIZEW %
B a8, NMO Tk RIEES) & EOMHM % £
% KIEVEY A M A A 2 TH D IL6 b NMO HEED
B cldinys s & sh, ZomiEklL 74 —CTdh
% sIL-6R & NMO HE#ETIE MS BE X h A=z HhnL,
TGO E L DM 2 (MS 1A &3,

PUEPURE A RAEA L 72 B2 L XS % 42
CLEMAL L7277 45 b ¥ T v anaphylatoxin
(C3a, Cda, Cha)ix, NMO ORIEIZE DO TEE L Z
ZBNTWAED, ZOREE L OMERE % % L 72
FCIE, BB Cha DS NMO B & DK MRI T%
VIR ENLREDO D HEB BT EAL, HR
DESEE L HE$ 27,

3. B&R M

P AQP4 PUk LIV C o b B2 2 B A2 TR 3L 1,
Mo MRIFTRCH A, BEBMRIE SIS I3%
FED 728, 85.6% |25\ T T2 iR %5 5
1% short TI inversion recovery (STIR) & CEEHF % &
L, #’F) =9 A GA)ICX ) EEsREsALY. Bk
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BRI STIR TOBEF R Gd S RE AL Z L8
% <, BRI AR S R B L F TR EBIFE DA
LML Ld B D, WG S BT OISR
EHOFMETH Y, HAREOZSE TR ANRRHE O 255
LT F = AD 7, STIR 8 THL AQP4 Prikba
MRER OB (5 LARICEET2ET5 2 4%
Vv L72dso 0 R TS (BN ER r ny Z 35
Mansd 505, IHENESEZE ) ) & SIS (&2
M CIREIMESIE O 2 v) & ORI T1 BRI
HHE DS LETH 5,

AL IIZIEH AQPA BRI 2 E D 41.8%
IZBWT MRI THEREZ 2202 2 527, 440
NMO (ZHMFE & BHICHENALND D O LEHES
M, 1999 4O NMO i C & FERERE O iF B 1 XL
REEFBICRB T 2 s hTwa™, Lal, 20
% NMO #HEHTH MRI TIEMAIREDN L AN S Z
AR S, FRICBUR TSR, RN, N P 5
WTHsH I ENWEIZENLY, BAETIE, NMO D
BHES MRI B OFFEIE, O IFFHIE AQPL 23 EF I
BHL TR EZINE, SIUKE, PRKERM, LT
TP, G, HIRTEIICS v, @ EEHmARo
HEf & L T cloud like enhancement # 24 5%, @ KLH
KR, RHAREEZRTIENL VI EBEIT LN
%) 73) .

VA
@ B BEMEAR AR R (MS (CfF D R4 &) demyelinat-

ing optic neuritis

MS I EERAICERT H 2 L0 b £ <, FH%EM
ERFIE 30 AR TH H. MS O HARIT N
BRI I8 & F151C13 72513 20 <, MRI C U180 25 & B 1
B 72 L2 MS BE MS plaque # A5 2 & ETHERI S
. Mo MS TRt o LBk, BEHE
wWhn, €£/7270—F NV IgGHEMIPEETHL., I
VIEEMEEAE O NMO TbALNAE, A70A4
oSV ZAEHRIZE SIS, NMO Tl LAFERA
v % —7 xu ¥ interferon (IFN) B-1b (X% 7 = 1 »®)
EIFEN Bla(7 RA v 72 A%, 74 v T)ER (VL=
TE AL IT®)OFHEHGVENTH 5.

@) HEHMERHHRE R idiopathic optic neuritis

HMFERAKOEREEIZEZITH D SO0, EKREIL
MSIZHE9) b D, NMO IZHE) bDEEDL RV, Tk
IR CHAHM, —#METH S,

HiREE 118% 5%

@ BB M REM R MIRIE chronic relapsing in-

flammatory optic neuropathy

LAX L AXT N EC, R IRERGE B 721 C 7 < IFR
IR EER IR 7 & DY % £F O SOENES R E
T, HREEM MY 5. BRREEIZPT AQPA BT
IRBE TR 28 L ST 5 4%, HRSRERE E DR DS
I, AIBREATEA FIZL BT 2 mARL
2™,

@ E B8R HARIE compressive optic neuropathy

FIRF 72 MR E T4 ICHET 5. HRD
HARE LB IT R ERRER L Tw b 2 & 0%
Wy, HRERZEH, IRBGERE, AEEREZ EoAPHER, &
FEAGIIE AR S MRT CTHAREA D 1 52 DAFAE THEE
5.

(3 Leber & 1= £ 13 # #2 iE Leber hereditary optic

neuropathy

FIRECHAEICEEL, s HoMEs B
WTABIRIC D FERET 5. £ AT B REZLIE S ZE R
WENET 275, 74 LeA vt EEp ozl 2
AT\, BRI TR S O AR R L 2 B, D
T O ENHHOERE 25 BAFC, MRI TR O S i
A%\, 3 ha v K1Y 7 DNA O pi 2Rk R ChEE
AHIMaY R THEERFTHA.

® B ERE MR IR IE posterior ischemic optic neu-

ropathy (PION)

IR %1% PION (&, MIBHB)IR 25 7% & 0 B TR ki
BROIZOI\EEREIIHIET 4. ML EICTIHEL,
TSHENAR O EMRCTREE T 5. FEBIIRZEME PION (348 IR
W, SIUE, a3 v 7, Wi RIE 7z S A &
HOEIET L. R %2 &, MRI THARE O 40E
FTRAZRLEZENLEBRITEETH 5.

(D fEIE S M 1R #H#ZE paraneoplastic optic neuropa-

thy

WEMEORIRD 5 \VIZHIROEIME T CHEL, R4
WCHEAELT 2. SR CoE gy i/ Vg, B
HINEsE, ONHE 7 STEMERE & RO B Y, ANE LR
EDLFETHATERWI LD L, PiHuIUE, BLCV-
2 PUR, collapsin-response-mediator protein (CRMP) -5-
IgG 7 & & 1E A ORIt % 7~ 7

® chE MR MHRIE toxin optic neuropathy

PRECTHL LY 7 b= VONRE, AFILTIL
I— VDK, T —OWG| % S F EFE EYOE
s, H2ICHHFEEICHDMET 35, EHIZH
NP E OB %2 hil$5 2 EPUETH LD, LITLIE
BAFRIIARTH 5,
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I SRR - HIEI O

HF T TlE Pt AQP4 PURBG HEAR MRS 4 1o L T,
SRR B X OIS - RO GRS BRI O BRET
i 7z oFEETHEHAMINEH SN2 Did v, L7z
Ao T, FTIZMS 2 NMO 2B\ THBEMENEH S
TWVBEFHED, YL AQPL LR R 212 AR O
RSB HUEEEDSH D, TOWEEMEICIED W EHRED
FEGIRE DS EREN TV LB X\, SREFLEER
BWHAFIA4TlE, TEFYALANLV, FL—F
ClTH5™,

1. BIBEEX704 RE(X70O9 K)

AFNTL =1y 1,000mg/H% 3 HEFREHH
HHERSTH0% 17— VETHATOA ROV A
FI2X Y, —EOP AQPA PR MR AR R EHE OM
TNIBIN S 2\ VI3~ ICET 5. ZonES 25
HAIRE R 2B OV TH AQPA A DOBAEA SN T
LIREDR VIO TEEZEORETH 505, b
Buck EFALMEIN TS, FFE—EE TR
MRDBHELNTD, FEREMED RS D HITRRHETT
LI ElHoLrLEHbWVDbNTWED, N FOIVY TV
ZNIFAE L R\, 7272, 90 AQPA UK o LA A3 il 52
END LAY, ATFO4 7OV ZERIZPURMEAS
WY THLIENPLL—EDREEHLLEEZ LN, 72k
Z RIS T > T b LLT O M bk O
FINEETHERLH LY,

2. Mg bEE

NMO O 2R ERER I L Clig i b A <
HY, FIZHEAEE 2T L EREOEWERE OSSO
TR TIE, AT0OA F2OVZAPEETIEAR S e n»
e, RIS Mg b2 T35 2 L AEE L
WEERTWEY, 25704 F/VAEEE 1201 2
77— VENRE L TH DG EOE S N WATERE I L
T, ERRAEHEN 7  BEOREIE L IULLLT
DA LR ER Z OO EREE LB T RETH 5.
X 5B DGR S M UREP AN TH 5 2
EWH S D LD S D RIERTIE, ML 2k E b
FEETIRETHLEENTVWEY, $/2, A704F
2V AFEFATH ] Ef o TS LREE2(T) 2 LIc kD
1A T AQP4 FUAR I fi 47 1T O F 34 15% F TR §
57 Pl AQP4AHUEIZ X o THRRMFR M & & b IcHAR
ATV « SO ZAL % KT TR D 5720, )
BV ALNL DI HIZATOA ROV AT %
HE L TPV 2 BT RE TldR .

PUF I S LR O BB DWW TR S 25, Wi
Lb—F—E2RH ), LOHFENFRENPIZIOVTIZTESD L

BEI3E A
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ZARERIEH TV AR,

1) IM#EARHE plasma exchange (PE) %

ML O FEARE T, D 5 R EEE %
Gl e oHEL, BEEET A 2 & CRNBLEY L B
B < LIRS, BRIE L 72 M5E & [F) o fr i sRs 4 <o 7
VT IR EREG T D, M HERR CoOEE S 7z
WrE L HEOBERE CERYT 5. &M% ZHT 5G
WETHY, PUKBREIIIRBHEELRTETH P, &
Yo b DY) X7 HRENTY,

2) B 88 7 double filtration plasmapheresis

(DFPP)

DFPP CldIn%E 5 i (— R E) Tl L 7zimdEx, &
DA MLHE RS 53  2 (ORI (2 it S, fL % @ L
BT T) e &N BE Y R AL 55 A
L, BIlz@@ld a7 V72 2 82 ENICRET. Rk
BB OKRE SRR L L0 2bHY), Th
NG, HENMEEZ DI ETREDL TR
OFHABEWE 2 EET 52 LAheE 5%, FHEE
TATUOA P2V ARESER D70, PE 217o7: L
Z ARIMLE & MR R EE R K L, &A&9IC DFPP 17w
WP OYE % R L 72 BI#EY <2, 8 #1T DFPP
AT 6 BT (S 2 61) & A 7S % L
5.

3) 0yENLEE T plasma absorption (PA)

M52 5 BEdR T ol L 7- 14 2 ff 4 OWAE S 7 L1258
L, JWRWE %2 BIRNICRERET 2 HETH L. PE
CAXE Y MAEE B L 2 WO BB AN 2 A A
HbH, BEME M) TN T 702 ) FET LA L
v —3® TR-350 12 & 0 SRR AR H CPUk % Was b
f‘T%SO)B@‘

4) ey a 7)) voKkEEHE intravenous immunoglo-

bulin (IVIG) #& i

PE Cl&, W2 av 2z, WhNEELREDTF 7145
FU—KIG, B0 A7 RS, T2, PAR
DFPP T & KR~ EE 7 7 — 7 VIR AR ML ENT O
B EORHERIREDS LT 2D, FOD, L)E
LY AQPA HURAli % TV 5 i & L C IVIG 28 Th
oo 2%, LHNLBHEH NMO TR A% NI
W FEFNEIRIC TVIG 24T\, A L7z 2w
I LDV TH o298, B OPL AQP4 HLIRR VRl
REBETATOAL P2V ARED R 22 b D 4 IS
IVIG 24T\, 3B THI DFEM 4% A s
HY, BF L L CRERRBCHEZ RSEELT 200
idiotype PufAD H CSRESIE, Pk Fe B ko 7oy
712K %) Y oRERIEALOEIH] & JoiE UGN, B i
OIHN X B HOPUREEOIEH 2 EHE 2 5N Tw
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576>.

BRI EZIE AV REARIE 7 1 7)) 400 mg/
H kg/HOBNRSHZ 5 HRBEH TS 5. BIEHE L
TWRET7TFT 74 7F > —, B, 395, FE, M/
A, FPRERERE S, MEREMERIIR S, SMEEAL, MWEER
ED3d A%, FOBEIL IR,

3. DFIENE

F &) X< 71E 49, MS EZM &7z 5 6lo NMO
BEIRGEN, wIhd £ o7 CHER) TS 120 HIE
O TR MOFRE D EL, REHEOHEN 4
Bl, 1B TELAFEETH 2L LTnEY, &
72 1B TIEdH 525 IL6 T 5E, 70 —F)
PR TH D~ ) A~ 7T OH AQP4A PLikAi o % £
) BRI A IV & R 72 b 3 5.

I ERG O™

PULAQP4 PR R MR AL ORI RO & F S F 2 iGHE
W&, I oHt AQPA PURDS RS £ 72 138 A I A3
ARHNE T LITHEN WA, LT LOELITHET S
DI TiE v, HE, HRIC L - TPt AQP4 HLik
i T IES 2 b ODOEFTEREALL 2™, BAHD
PR 22 ° NMO TR THHELRIELER WD, i
AQP4 PUikB MRS T PUAMI O _EF 2R VS
AONDARMEDND 5720, WEDOEEHETH > TLHIE
FHEEORGEZEETRETH 5.

1. 257A94 K

T F=va Y HMT, REOHERLHIIEDH L
W) IET Y AF WA, EEEEoH L T F=v
vA& (1 HE 10~15 mg) Wik & MR & L TiT ) o 2F
— M TDH 5.

2. BEINGEISE

G IZINHIEE I PT AQP4 PR LR L D FF 38R
BT S5 ESINTWDLA, TS SN/ ERETR
W, BEHH I TWALIDIE Y 70 ) A A (Ta TS
7%, THFF TV (A5 0% 7T, o0
AR (Fr T4 32V 2 F—FAE)THY, #lz
Wy 7oy s Al HE3mg ¥ ER LRSS TL K
=¥ 10~15mg Wk & §F 3 2 (BB o) ™.
EARRR IR LoD MHREE % 5~20 pg/L IHERF 3 5.

—77, 24 Bl NMO F# T mycophenolate mofetil (*f
¥ 1 H$5® 2,000 mg) ¥ 28 RS- Li-L 25,
19 B 79% THG- DG S, SFIEERER RN 1.3
75 0.09 FTHKL 72 OBEYBASLNG.

3. Mgs{bEE

ML A b B N 7 ) I T o002 50
ARETHEFF ) vy r7a AR Vi EOEHNR
THEZIZ N o A EESE OFEMGEN S HE)
ThrrlEanTWVEY,

HiREE 118% 5%

x5 NEHRHEFHEROHREZEIEL

1. gﬂﬁ@?ﬁ*ﬂiﬁ%‘%%“ﬂi%fﬁ'f 7 7R VA BRI
()

2. BWHEGE: AF V7L F=vur 30mg/kg/H x5 H
M (&K 1,000 ¢/H)

3. RREERD WV LEERGS, i baw LEra s
) VKRB A EE

4. MEFHEE(6~9 2 R) t BT 2 7R v A TUREER T
AR ER

5. BMHBITIERIOSL F=v Y (Img/kg/H) AL L
THEFED: 2479 . 7% F 4+ 7 ~, mycophenolate
mofetil, )V F I~ 7% EORENHIZEDMFT L EE
ThH, 2L, HEHEESECEZIEI /UK T 73
F, SFFF by, XMMLFH— MIAD

(3CHk 96, 97 LV 5IH)

4. IVIG &%

EN®O NMO % X3 LTz vy MS OEERT, MS ®
FETFHIILIVIG O ELTESNTEY [S5K%
TALREIRIR A o4 V] ERERS  fEra 7)) »
KB ER R % 5 MR AL E S8 1% i 2012 - 2013
(https://www jsnt.gr.jp/guideline/img/ivig.pdf) ]}, HHF
FUTIIHL AQP4 LR AR R O TFIE T i~ DR 3R
EABHTH 5.

5. HFIEE

Vo x w7 ()Y FY ) RN 2B % & TE25 6
D NMO BEIZHG L7282 A, FHEMERNEDS
1755 0.0 FTERML, EGOREHEEDL 20 51 80%
TYUEHBTI - REFTE L OME DS, 2L, %
EIET D70 E 20% REICRObNE. £724)
BVEEZ 6 A E/RIT 12T LI Y F U~ T D
&4V, P19 32.5 AR E A7 23 BlOHE" T
b, FHEMBREREA1.87 55 0.0 FTERML T
L, ELICHMHREHECS 2T A€/ 7 0—F )L
oG THHTZI ) AT %, HATT4H6 0124k
b 2HOFENEND o 72, #F 12 2 HIZ 3 BIFEEL
Hol-BEIABNKLFEIIDE>T2HITE (RPD 5
W) G L2 A, 120A%I2I1F 1261TH
WA SN otz LTWEY,

6. IFN OERIZDWT

MS CTRIETFFHIZAER & SN D IFN-BIE#EIX, LA
TS BALE RS 20BRE ENTWE, KRR
BRLMS & Z S, IFN-B#5- 2 » H & IZHEE, %
o BHEER THN © 2 L3 WNE % 5k L7 fER <,
2P AQP4 PifR B ME & B L 72 NMO JE A3y &
NTWwWa", MSTIEThl 7 b5 Th2 ¥ 7 bAd
BATHOIRN ) & LCTER T 225, IFNBIC X higEL
72 NMO OJEBITIE, IFN-8 25—\ Thl H4 %
A v HEBMEE 5 Z &% B cell activation factor of the
TNF family (BAFF) 258440 L, B#l% /L7 H %%
BIGTEH 2 AT 52 LM snTBY, Zhbo
IFN-B O REVER A NMO St E 8% LT L 72
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S

MERTHEA L, FPURREERMREROFZIL, HED
RS HERAE LI R TR R TH 5720, ER/N
B2 5SS MEREALRERFZE I3 R D & 9 e iBERE 2 T v
5. NBOMHMBRLRIIBWCHRIMLG T 7 a—F 037 X
NDODHFE L\ <FE5>57,

)




456

945

P AQP4 PLik i HEAR AR 2513 — A9 1C, HRBkRE R &
MEET, BELLTL, WFEIEo -0, REED
AL T SHNTRIIAREEWDILTWA, 2079
FREFEPERNZFHICEEST LS. NMO I2BWTD
WHTFRIEIARRT, 76% TEMR L Lo ERICE Y
Fo TR F72, MAREIRED S ENREHEIC
FREREDFIE L2 fE2H 0, RN 2 am el b M2
Th 5", AR EE 6P AQP4 HLlk A % i
T2V HLONIIOVWTHERIZT o2 Tidwn
50093 kA OARAR B & BT AQP4 BUAR RS PR AR 2%
THoIZHEOTHORBMEZBZETIUL, IS
BRIZBWT, HEAIDLBEAA, I TH-THIT
AQPA YR ZRET B Z A E LY,

T TR EDEE 2 HAE R T A5, HEIZ
PUAQPA PR EMAT 2 & & b ICFDOMAE R H B

?

HIR &3S

118% 5%

%

FTICATEA F2OV 2 (1,000mg/H % 3~5 H
M) 247V, 2OV ZE LD THL AQPA HUA AT
HIUL, FlE B TR EREE £ 7213 TVIG kx24T
)L THEEELZR/MELT A LN TELEEZLN
TWB™, 72k ZHURB S DN IEIRIC X > THUREMEAL
HELNTY, 2ok MENIZH AQP4 Fiik 2%
L, PURRGMECH IV REIHEEOMRHRE 21T
T, BREAEHAERBELERTEIITRELE. &
&, O OWHEFEF DK S L, P AQP4 Pk
o VE AR AR 95 B o quality of vision, quality of life @
SO AUGEIIRIDEEZD.

KA A RI A 7 OVERINZ K72 o> TR 24~25 SEDJEA
SRR WE 7 4 Bh 4 [ G e B v R 7e SF 2 ] o HiBh
7.
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