A5 A N B E D2 BT AR YEIZ D\ T

B IBIEwRE (Pseudoexfoliation Syndrome, PEX) & 137K gL {AFIEE, 1T
BEFLAEIC B DR IFIRWE LA T 2WAET, 1917 FIT 1 T FOERT
Lindberg (Z & 0 f]6 THE &7, PEXEFNI AN, HEEZ &0 L3 <
HNFEZR ERIRFIFIN S, TR ESHEDORAERREmNT EBMLNL TV D,
T, LOXL 1 BETFORFICEE L, MEZE, LHEZE, 7Y —<iFER
CRHRBIZLEEGT LI ENERESN TN D,

PEX Ba:E# A RPN R [ O ERRER A 1L, 1981 4F Abbott HIZ L V&SN
JFRERARAOABRNKEEENEI TH A 5, BRRFTR LD KIE, gk, SME. F
WHEZR EONKEEDOFRRER MR 72 <. NEZIZ guttata FTRBRWVWI &b
non-guttate corneal endothelial degeneration & & T HiL Tz, ZDi%,
1998 4= Nauman O 23EEL L7 JRE RN O AN R EEES ZHE L, FB
FOBETHEMEEIC LY, ABRNEEICRHEDEDOME, 7 AAEDIEE, FFIiC
fibrillar layer Z#8 L. PEX fiber DfFEXFER L7z, 2D X 9 722 “JRAARE]”
DWW I IEERIX. non-guttate corneal endothelial degeneration Tid7 <,
PEX iz & % PEX AENEIE (PEX endotheliopathy) D&% #2"E L7-, L2
L2226, 4 H ¥ T PEX AENKEEOREIZH2ICIIEH STy, A
AIZBNWTIE, PEX NEIEOEST HIRESN T, TORKEELE RSN
TR0,

Fox O PEX RO iAAE LT, 1) L—W —3E S A A NS &
AWT PEXERIO AR B L, ARSE OMIeEE O BRI T i
MR E DR, PEX MEOLEVNERTHRIND Z & 25 L7z (Zheng,
I0VS 2011), 2) FHRME PEX SEGNCIVNT, RITAREET Wk E FHOCT) & A
T,PEX IR, AR D RIFEEREL | M A OB AT —/K db iR D#Efil& (Iridolenticular
distance, ILCD) % FLERIRRT L7c, ¥&ATF. MRABIMER T, ILCD OHEKXIE PEX
DFIERFTH Y PEX (IMARMEARE T, A IRME PEX EF] O FRIRIT PEX OHER
REEECH D Z & S L7z (Zheng, IOVS 2011), 3) 2EZMRFAEEZITV,
(2008 €E~2010, 3 GEfH]) KPR ME A BERE A4 IR AE 2 52 VT T IE B D 5 B IR KA
LW SIVIIEBIBARE X 11.6% TH Y . £ DN PEX WNEEIER]IX 47.3% & @&
WZFAE L. PEX AIEAREIIAEEABEORREE L L TEN 2 ET 5HE
R THAZ LR ENT,

AL, PEX AREANKIEIZOWTEDOREIEELRE LD TH D,
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PEX £ BN FZAE DRSBT AL E ()

PEX £ BEN BEE D B2
B EIEEREZ K 2 A RPN R B s b JE

1. B PRPT R
1) ABENEMREERD 2RO D (<2000 8/ mm?)
2) It U<k, BEEREEIC CKMSEETEIC PEX ME 2580 5,
3) MR & & 729 RE 23R 0,

2. BRERT R
1) AFEFEEREIC C PEX fiber (PEX fiHE) #3805,
2) AREE SRR TABESEE, NRICEEE PEX WE M.
3) ARMRTIERTZRD 5

PEX WRZJEREEZW : 1 — 1), 3) BX2—1)
1 — 2) AEBRITBRIREERIAT RIS LA TlidZe vy GHIBRUAT BEGSSE CRERR X
2 THEBE THERILNTHEERZ END)

PEX WEZJED BV V2T : 1 — 1), 2). 3)

3. BEmA

A RIS R EBE T A

a) MR EREEME, 77 bhA b, NEHIBROE ERD

b) FEEHEAD T AR ARAERE (subbasal corneal nerve plexus) 5 FEEJR, 5 dhE
(tortuosity) DK

c) FEBRUTERIAEERT AL

PEX ARDMRER, HABRAT BEANEE C PEX W EMER CTE R THOAEBEL 2780, WK
ARG D 2 X 7o DR R 2 BRAN T & | ARBRIEERT R, PEX AN ZIE
R EEIERE LTl nd, (FEEZENIZBETEIZ L 5 PEX fiber DfE
WTHD)
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BB M SRR E R BT A R

BB M A JLIRE (IMT) (LB O B M E IRk 2 Frid & 3 2 R B
W TH D, 2006 FFIZ Yannuzzi HIZERRIFFHEOZERIZI Y Type 1 (IMEVE
). Type 2 (FH.0ERD) | Type 3 (FAERD) Lo lch 7 ¥4 FHHE1T-
7203, BAREZRMIERERNFE LW ERBETH 7=, IMT OF THHEED
=\ Type 1, Type 2 D2 REERZRTRT 5,

Type 1 IMT

O FrF A rESRESEY (FA) CTHIRMEOZIMEDOBMIMEREZ D A
EAE S A =6 A I B8 PR & RO TR

@ MERERIR AL PAZESE . FEPRIFHEIEIE 72 S oMM E R EIZ L 22 EE
b

FEOO»S@EWI-THDEHER LT D

Type 2 IMT

O FA CHjiR I BB B M L YRR & B RS A b5

@ YT WWTERC FA oaptiw iz —8 L 2 WEERNSNE O ZE5HE

EFROO»SQEFH T D EFEEG T 5
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Leber Bt #%5E (Leber Hereditary Optic Neuropathy: LHON)) D 2 b7 2 #5(52)

FEFTR (WZH)

BHERN LHAMEIZRIE,

FIEREH M O HBOE CEERRIMET,

#h A AN IRPME DR IE TR,

FRIREERRE T, FMRILERCME 2 b BRI 2797,

*I har FUTDNAKET, 11778, 3460, 14484 OWTNHOEMIZE R %
b5,

@6 006

B AR
O BEVHIC, RARIBEDOZR - IR, LB E LR,
@ XPIERISH B4,
@ MREFRRA T HOER I R,
@ BERERR,

Rl

O EMEEERAEZEREDOA)
@ xzfE (MYE - 817E) AR
@ IR ARRE

@ #EARTA bnT —

TEIEHO 5 HA 22 THITHE Leber BARMERARRIE & W 5,

*%Leber I CIZ bz FUTDNAMET, 11778, 3460, 14484 OWTIDDERALIZ
TREZZBVDDHPEN 5% E HDO TS,

HIEEDHR

BE - RAETSEE LR R T, KT 255877 OIROE S 230. D LU L,
BHIE - RAMETEE LR T KT 255877 OAR O S 23(0. DA,

-21-



BHERGMEGEHEENE (Dominant Optic Atrophy: DOA) R#iEE (R)

DR

FEEE (%)

O 10 E TICHRICRIET 2 PEENLEEORNESE

@ R OTRAREEENE £ 7o IR LEE EAE B

@ HREAREEMRISEE

@ JTFEWEE (Optical Coherence Tomography: OCT) CHERRR A 7 MBI AR HE B R
DOIEHEIL & EE ONZRBEIE

BIREIET R,

O MWHEFHIEN (visual evoked potentials: VEPs) DIRIEDIEFH, EHFOIER
@ ABRRECHERRER

@ MRIERET STIR & TR EROME/ NS L OEE O ®iE 7=

&R W

Leber EAaHERARRRIE
PR AR AR

JE 8 AR AR E
AR S R AR 22
o P R P R AR 2

©® 006

THIHE O 4 HE 22 THIZ TR EERAIERREZEN L R 5.

BRIE © SR T 2358V F ORR DR A3(0. DL L,
HIE : RAE T 23585 OIR DR 7430, 1)K,
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BT 7 TRY v A GIEEERERERBETA T4

IZC®IZ
<HA RITA AFRIZHTZ->T>
KHA RTA NIBAEMIT SN TV BIBRIED T ET U AR R LIZH DT, T XTOEH
B —ICY I E HE—HRIREE TRV, Hx OBF A REBRERICERL, &
HEIDLWREEZBRT 200 TH L.
<IREHHI>
TR A EMRICEE, FRETH L CTEMTR, RERTHE, OV TIEEE DQuality of Life
FRETL L,
< FIFE - WEFE>

LA A S HEE (KETESR) |, AAMRRRFSAES, BIUHRERARE
(KFTEEShR) WZHEWREE Lz, AT AEIIME AT L L bzl aiidE L, il
WICHEFEZ L LLARIIRERE S L TREE L.

(%)
7 7 7RV 4 aquaporind (AQP4)
HARREEBEAR neuromyelitis optica (NMO)
£ 3 MRE{LAE multiple sclerosis (MS)
TRARFESE optic neuritis (ON)
BIBREART oA N (RF A R)
7L K=" prednisolone (PSL)

W7 77 R > A EGIERARRRERET A R T A4 MERERS
BAGEE [HERESARMIESERE) HEER - AW
BEATEE TERMERESRIERESE] S#EE8 = 148

WHEHIE  EAEE
B E]
SRS
BiE E
71t
M=
A Bk
i =BAF

_23-



Fl1E EE, FR, BF

L. 5i7 7 7RY kSRR L O E#
727 R Y aquaporin (AQP) IFHIERICIFES 2KF ¥ R TH Y, BHEDOT X

F YA MIIFAQP4 L AQPINEIE T H. D H HLOAQPAZXIT HIEER H CHULH MIF
WCHEL, IhEEDREE LTRET 2RMEREEZHT 7 7R U o AFURIGIER AR R

(FTAQAGMERFRRER) LERT D. AEOZWEELJIRLUITT. RNEITEREHRESE
#E (neuromyelitis optica : NMO, BI%2) Lennon2004, 2005, Wingerchuk2006) @
BIER A (neuromyelitis optica spectrum disorder : NMOSD) DO—#[ & A7 S TUMz
HDTHDN, OMEE, FFELIRER, FHROBBEMED L EEHERMRROII L LT
LRI RELDTHD.
Lennnon VA, Wingerchuk DM, Kryzer Td, Pittock SJ, Lucchinetti CF, et al: A serum
autoantibody marker of neuromyelitis optica: distinction from multiple sclerosis. Lancet
364:2106-2112,2004
Lennnon VA, Kryzer Td, Pittock SJ, Verkman AS, Hinson SR, et al: IgG marker of
optic-spinal multiple sclerosis binds to the aquaporin-4 water channel. J Exp Med
202:473-477,2005
Wingerchuk DM, Lennon VA, Pittock Sd, Lucchinetti CF, Weinshenker BG.: Revised
diagnostic criteria for neuromyelitis optica. Neurology. 66:1485-9,2006

o. wH

Mm% % ES F9blood-brain barrier (BBB) ®F7 2 hu# 4 O RIERICEEICHEEL LT
HIRF v RNV THDAQPUIKT H1ER A CHik (NMOSuZE 2 m 7 ) IgQ) 23, ikl
SRR DT X hat A N OREE L FIUCE XL RO RESCHMA B SR
Tradtrantip L2012) . ZAUINMOBE MIE 2 FERIIC T v FTHER L7 B 2 R@EmK
EFETMIERTZE, ~7/u77—U, HHKR, FBEROMEMZEEE T 2 badA b
DR E T 1 7 U EFERDILE DR H DI, X DITIREFALY b AQPANTERITIHRT
5 ERENRELMNIEN TV HJaruus 8,2010) . 7272 BAREAER DI AITITHAQPAHT
ISR OIRIEL L E T, MEROIRIELL L Cli~ U A THEEGREDCAQP4HK L 7 A b
B A NORMELZEZT OO0, FHER, FHOMMEST X beda FoMiaEtsEE
29z &idmne STy Chan2012) .
Tradtrantip L, Zhang H, Saadoun S, Phuan PW, Lam C, Papadopoulos MC, Bennett JL,
Verkman AS: Anti-aquaporin-4 monoclonal antibody blocker therapy for neuromyelitis
optica. Ann Neurol 71:314-322,2012
Jarius S, Wildemann B: AQP4 antibodies in n euromyelitis optica: diagnostic and

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

. %%

1. ARBRLANEE

NMOIZBE U TIE 2384 {kiE (multiple sclerosis : MS) & B L CTOHERROHEFHL

WL OMERSTHR BN D Kuroiwa h) Cabre®) 73, HIAQPAFUREMERMERICEI L T
1%, REDPETIIARRZHETE 2 L2 REEREI T TV, £72, ZTOH
FECEER 72 I NFEZEN H D Z L I3 T TIREL ORERDH 5. fIxIE, EEOHAQP4
PURBSHENMOSDIZH A ADEHREE LD b KV BEORETHY, LV BEEORIETHRIEL,
FVBERENELL, BEICBNTH L0 BEICRZENGIZ L T 2I2b b b THER X
UNEBIO RN H B ERE L Kitley J,2012) . & HICF CRERBER TS REM TEERE
NHLND. Thbh, TVBEWREFROT 70« BV TOBEE T~ AANED
BEIVBZINMCEZRFTORELR L, RO REHREN LY &< 72 SKitley J,2012) .
ZHUTF 2 — AN TOLERBRONMODFER THRENTND. Fa—STORADNMOE
FITERBIFERTHY, IVEZBRLEGEEL &L, MWHFHEMEMMRITEY
%< DEE 79 Cabrera-Gomez) . £72, 4 X U 7 CTORBIEBBREDR AR X T
X, NMOBHEIZHOTNLE%THY, NMOBEDTI%IIHFERFRLE Z Lo T\ e, FHIRE
DIRVNMORE DT AEDDHT10.35%TH 5 & Ed (Bizzoco2009) . —F, HAE
TOMSEEORAFHRER & R MHRAR R T46] CHAQPATUAZRIE Lz L 2 A, FEIZ2841

(37.8%) THMETH -7z (FE2008) . S HIZHAANTIE, KHESABMHL Y EAICE
VW (F122008) . HARANTO28%]DHIAQPA DR BE, 5836 DHTAQPAREMED
NMOEZE TIL, £NEh96.4%, 914%NDKMETHY, HEMEEREIZZ AL TND

(12008, Nagaishi2011). — 77, K[E TIFEFRE D EHFE #1341 15 TH Y Mealy 2012),
S o, YR TCORIEREE S & D Nagaishi2011), H 5] HFH CTHRIET A FEEMELRH 5.
Kuroiwa Y, Igata A, Itahara K, Koshijima S, Tsubaki T, Toyokura Y, et al. : Nationwide
survey of multiple sclerosis in Japan. Clinical analysis of 1084 cases. Neurology 25:845—
851,1975
Cabre P, Heinzlef O, Merle H, et al. : Multiple sclerosis and neuromyelitis optica in
Martinique. Neurology 56:507-514,2001
Cabrera-Gomez JA, Kurtzke JF, Gonzalez-Quevedo A, Lara-Rodriguez R: An
epidemiological study of neuromyelitis optica in Cuba. J Neurol 256:35-44,2009
Kitley J, Leite MI, Nakashima I, Waters P, McNeillis B, Brown R, Takai Y, Takahashi T,
Misu T, Elsone L, Woodhall M,George J, Boggild M, Vincent A, Jacob A, Fyjihra K,

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

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

MR, IR, MR, SREEF, THE—, PAEE LWBET, Bt i,
BAB— 917 7 TR D aGURGIET R OBRRAVRE. tRREIRF 25:327-342,2008
Mealy MA, Wingerchuk DM, Greenberg BM, Levy M: Epidemiology of Neuromyelitis
Optica in the United States: A Multicenter Analysis Epidemiology of NMO. Arch Neurol
2012 Jun 25:1-5. doi: 10.1001/archneurol.2012.314.

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

2. BEORETHRLBERTF

71 AQP4 FUEGMERAMRRIZ LI L < O N D72, FIE 3 KR &RV RHRE D
FIEN I H 3T 5 Braley2007, Yoshimine2011) .

HLA # A ¥ % CiZ HLA-DRB1*1602 and DPB1*0501 3% AQP 4 HUIRB AR AR
FBCTHBIZEL, ~V any Z—r'ru Y Helicobacter pylori & Chlamydia pneumoniae (Z
T AHHUMEN ER L THDZE0E, IhbOBEMERETFEHESL TN
Yoshimura2013) .

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

Arch Neurol 64:1189-1192,2007.

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

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

I. BRER
1. RAEE

MFIERITBHED AR EZIIMIROEBEBELRANEETTHY, LEITERINHREEHERT
HbDEZH 5. IAQPATUAIGHERMRERCNMONE, AEALENUT T2 LIZH D,
HER O E Y — NEIBIERI0ALL T OB, & 6 I ME{RREORAFRR O IHEFEIE
DIER|THRL & H N & ThH 5 Morrow,2012) .
Morrow Md, Wingerchuk D: Neuromyelitis optica. J Neuroophthalmol 32:154-166, 2012

2. IR
FIAQPAIBMHERRAREE R IR & FHRARRA T, AN IREESR-CIREEE R 2 1
5T ENHA. HEIIRCETIIE VDR, 7UT7 ATIIREEICE E 5. FIAQPAE MR ¥
BRETIE, ZOERBOBRENELNETIEILONRZNR, AEETHZET VAITRD L
72N,

3. HREFEE

TREF B AR RN — A 22 FPDBE R LSME, AR ECHBMIES, RArERE
EEIERLOBRHLND. LEEN>T, RENLIE, HMARABELHRERMPRE T T2
<, ARXLEARXLIEOHEBEER DI, FEEICMRIZ E OEGHRE CIRE AL
EESNDHT EBHEN.

4. TOMOIRER

IR & D 2 W R ME D BRI KIm2012) OHEDRH 5.
Kim S-M, Kim J-S, Heo YE, Yang H-R, Park KS: Cortical oscillopsia without nystagmus,
an isolated symptom of neuromyelitis optica spectrum disorder with anti-aquaorin 4
antibody. Multiple Sclerosis Journal 18:244-247,2012

5. IR

NMO T3 #ia oz if L IEtintractable hiccup and nausea (IHN) M RHEAI72 2B E
RDO1OTHDEEND. IR THRICAQPAD /3 DL\ NERED H.LE D> B A
2% 5 Bt Brarea postremaNEEHE & TV AHMisu2005, Popescu2011). NMOT
DFEFE IR TI340%, Popescu2011) H A A T 17%Misu2005) 55 43%Takahashi2008)
BELENTWD. THNIZX S4B R L, THNRE? b EW1ILAZICRARECFTF TR
DFEIET B Apiwattanakul2010). = OTHNORHUT ORI AT (54%) L2136 0F
(29%) 5, QUIELIEVA VAEGEO T B Y — RET9 5, @QIHNO HELE, HTAQP4
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PUADERIC EF UTERD S 5 72 £ Th % Takahashi2008). NMO T, THNLAMZ T
A LT o—, BER, ASWMEERENHIToNTNDS.

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

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

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

a herald of acute exacerbations.

5. HREGER

EHMIZIT 3 B EOFMREEHES Z b5, BED LIZULIEA LR, FHAT
WFE L TOHLEMBRREZRIET D0, WICHEMREE TUR LEHREZRIET 2 O,
BAER DI DEREBEVIRTLORRALND. £z, SRMUEELE (MS) CTRIETEIC
B SHHIFN-BIEEIL, ©LAEH - 8L &9 720BRl s Tns.

hEME=, LAREE, AR, BB, THE—, PAEEE LR, AL, fEdE,
EARRS— U7 7 TR ARG R AR ORERAVRE. ARRRARFL 25:327-342,2008

I. REFRR

1. MiERE

1) myEH 727 7R Y 4 (AQP4) Hifk

TEZWILMIE FIZHAQPATIA L % Z & Fujiwara2011) TH A, ZOHIAQP4
PEOBREEICIIFEEICLZL ObORH Y, REZEE LI N TV (Jarius2010,
Galletta2010) . FRMEEE L FORHER 1ITRTD, BIFATLALU EO R 50555
HIRMEIEDNHE SN TWS. GEMMkbT, b PAQPAZ RS-t MREE (HEK)
293HfR S D VNTE DM OMIf % FE & L e g Ia b F 2 Lilow cytometry, HLEfE L7z
AQP4E H 72\ LMIAE - MR IR 2 BB & Lo ae 2 La B b 7 v & 1,
western blotting, FUfREE MBS (ELISA) 72 ERRARE SN TN S.
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Fujiwara K: Neuromyelitis optica and astrocytic damage in its pathogenesis. J Neurol
Sci 306:183-187,2011
Jarius S, Wildemann B: AQP4 antibodies in n euromyelitis optica: diagnostic and
pathogenetic relevance. Nat Rev Neurol 6:383-392,2010
Galetta SL, Cornblath WT: Should most patients with optic neuritis be tested for
neuromyelitis optica antibodies and should this affect their treatment? J
Neuroophthalmol 50:376-379,2010

C OFRORRE L FFREICEL T, FTEAEE2004 2R L Liob O TIINMOEE
T88.6% (95%fEFEX ] : 80-95%) , HrEE1X97.9% ([F : 95.1-100%) Long2012) ,
Long Y, Qui W, Hu X, Peng F, Lu Z, Wang Y, Yang Y: Anti-aquaporin-4 antibody in
Chinese patients with central nervous system inflammatory demyelinating disorders.

Clin Neurol Neurosurg 2012 Jun 30. [Epub ahead of print]

2) TIAQP4HELISN D B E ik

mEHUR, Vo~ TFRF, FRREEE Ok ITSHEZAEGUE, i ns/a7 )
VHUR, BiovA R X —EBHR) , PISS-AbiR, HiSS-BHifkAe L, MiomiEE CHiE b
LIELIZ ERT 5. FCEEMHEDE (MG) 2RIHm7eFral U554 (AChR) it
KOEOHE, BARX VIZIED NTEWEEE TH b A Vaknin-Dembinsky) . &0F9 52MG
HRIZBIF 28 e/ EMEN68%) Jarius2012) % & ¥, AChR & AQPADFUAMM L
FENWCEALT AERICH 2 A, KED O 47— A TIEMG2NMOSD O 3 fE 2173 5
Leite2012) .

WIZ, AEBER T Doligoclonal band<° I = U U HEEMEH (myelin-basic protein) (If&
HTHY, MEEZITHERICROON 2P EOREIIRE EH19/ul) Thd
Jarius2011) . FHREZES bOTIEIT VT I U OFER/ME,, 2BAE, BKL-ILERE
EITEREREDOR S LRBEEME L FREICHET 2 & &b Jarius2011)

Bk ORI (NMO) DWETZET A% (Neurology 2006;66:1485) Z 7~ (K1)

Vaknin-Dembinsky A, Abramsky O, Petrou P, Ben-Hur T, Gotkine M, Brill L, Brenner T,
Argov Z. Karussis D: Myasthenia gravis-associated neuromyelitis optica-like disease: an
immunological link between the central nervous system and muscle? Arch Neurol
68:1557-1561,2011.

Jarius S, Paul F, Franciotta D, Ruprecht K, Ringelstein M, Bergamaschi R, Rommer P,
Kleiter I, Stich O, Reuss R, Rauer S, Zettl UK, Wandinger KP, Melms A, Aktas O,
Kristoferitsch W, Wildemann B: Cerebrospinal fluid findings in aquaporin-4 antibody
positive neuromyelitis optica: results from 211 lumbar punctures. J Neurol Sci
306:82-90,2011
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Jarius S, Paul F, Franciotta D, de Seze J, Miinch C, Salvetti M, Ruprecht K, Liebetrau
M, Wandinger K, Akman-Demir G, Melms A, Kristoferitsch W, Wildemann B:
Neuromyelitis optica spectrum disorders in patients with myasthenia gravis: ten new
aquaporin-4 antibody positive cases and a review of the literature. Mult Scler
18:1135-1143,2012

Leite MI, Coutinho E, Lana-Peixoto M, Apostolos S, Waters P, Sato D, Melmud L, Marta
M, Graham A, Spillane J, Villa AM, Callegara D, Santos E, da Silva AM, Jarius S,
Howard R, Nakashima I, Giovannonni G, Buckley C, Hilton-Jones D, Vincent A, Palace
J  Myasthenia gravis and neuromyelitis optica spectrum disorder: a multicenter study

of 16 patients. Neurology 78:1601-1607,2012

2. HE&DZE

FLAQPATUALISN Tl b EHE MR AU MR ALL, BAROMRIFTR CTH 5. BRI RRE
VERIED T8, T288FE H 5 idshort inversion time recovery (STIR) # CTEIES* &
L, ARV =LK VEEDREAD. RET T, HLEBERKTH > THIRKER DK
BHRMRICSTIRTOREFRCCGAEE IR E 42D 2 L BE <, FRIZII AR R SRS
XETERSRERALNDZ Ebd 5. g L bENPLEROITHRMREETHY,
ARG CIIAMRIRME O L 7 ) A= A0 728, 1B OT258FHECSTIRE Tidt
AQPARGMHERARRFIKEE T EZ 2T D &BE V. LR - T, TR RTER (R
a2 5 tRARRZE) & RARREEEE & ORI ITEEMRIVN LA TH 5.

LHUINMOIZHARE & FRIRER A LN D b D EEFRSN, 1999FDONMOZKEET
b FEAERF O IR BV IR & FHICIR DT 5 & fedl & TV 5 Wingerchuk1999) . L2sL,
ZDHENMOEHE THMRITIIMAIRENZ < H b D T L HE S, FRCHKRTE, [
b, PMEE R B SRS T A Z & DS B M 7z Pittock2006) . IETIX, NMOD
SHEMRIE 5 O R EE, OFFEAITAQPAN B EIZHIL L TWAE =M=, FUK=E, F
JZAGE R B, IERETS N, OE, IR TEICZ VW, OGRS OFE L L Tcloud like
enhancement® 29 5, QLGN LEHLREEZE/LTIENZNT ERHITOND
157K2010) .
Wingerchuk DM, Hogancamp WF, O’Brien PC, Weinshenker BG: The clinical course of
neuromyelitis optica (Devic’s syndrome). Neurology 53:1107-1114,1999
Pittock SJ, Weinshenker BG, Lucchinetti CF, Wingerchuk DM, Corboy JR, et al:
Neuromyelitis optica brain lesions localized at sites of high aquaporin 4 expression.
Arch Neurol 63:964-968,2006
HARET - NMODEEEMRIZ b A - HER G O %5, BRAIN and NERVE 62:933-943,2010
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© FrFIERMRR R

@ 1BMEERMERIENERAREchronic relapsing inflammatory optic neuropathy (CRION)
UIE LIEm e, R IRERGEENRPR 7217 TR <R ISRV IR CIRER 2 L OBFE %

P S RIEMRARRAE C, BREEMEREE T2, BKRREITIAQPABMER IR & Bl

T B, FREREEECREN MR, A7 84 NI KET2RBE S,

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

neuropathy (CRION). Brain 126:276-284,2003

JE 18 AR AR AR E

Leberi&{n A H2E

50 M AR AR AR S

135 B S P AR AR R E

 EE MR AR ARAE

®@ Qe e®

H3E

1. 2HHEEY - BRFOIBR

B CITBIAQPAPUAIGE M RERICH LT, MEHENCEE - BRKOBRCE
FREADER T D - DR CHAMERIEH SN b oidwy. Lo T, T TIZMS®
NMOIZRWTHBAERSTERA ST AIEED, TTAQPATLIREEHERMRALIZ b RO R
NHDHAREERSH YV, FOFEMHICESWIIRREOEMRENSERBIN TV HIZBE R V.
1. BIBEEAT A RE (A7 a4 1K)

AFNT L R=rY1-1000mg/A %3 B HBEE B FEFERETH50E217 — NV ETHRT
2 A ROV AFIEIC LY, —EOTTAQPARGER R BE DR INIBMH DV TR A I
BIET 2. ZOBEIET 28 ITRARR R 26 CHAQPATUA DR E N SN TV HH|ENR 2N
TEORATEBOMETH LD, KDL EEL 2 BESNTWS. F-F—HEF
THENIARNR A LTS, BREREVIRT ) BICHRBETE T2 e83dH 5 &b Fbi
TWBN, ZTRHEZFDOTET VAIFELRV. 7272, FTAQPATKOHAMIEIE S D
K20, NV AEERIHMMENBD T2 ENEb—EDORNRH D LEZ LI,
B % BERAICIES) Th - TH U T O MIEFLRIEORNICHIT I RE LT H2B AL HTE
2012) .

2. MmgiE{biEEplasamapheresis (PP)

NMODAMEIEESERICH L THEPPIIEATH Y, BICER A 2% 2T 2EREOEH WE
EOEHOERRTIE, AT a4 RAVAFETHRIAONLRWEEIE, R 6PP%E
MATTDZENEET L VEINTWNAMSHA RT7A4Y) . AT aA RV AEEEZ1RD
L2727 —VEM L THORNEEDOE ONRWAREREFICH L UL, ERLEIHENZ B
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DRIFE DG B NAVZLLT O MiRE LFRIERSF DM OIBFEEBR T RETHSDH. AT uA
RSV AFEEIZS E OV TPPEAT 9 2 LI & 0 I HAQPAHURIIHATRI D ¥ 15% £ T
WA 5Kim2013) . AQP4IZ & - THRARGE & & & ISR R AT - SEFEE D 2k %
ETTREEMERH D720, RPN H LR VDITEIC IV REEZ 37 — VL EFER &

Ti7Zeu.

ZRMFVIET A R T A

Kim SH, Kim W, Huh SY, Lee KY, Jung IJ, Kim HJ: Clinical efficacy of plasmapheresis
in patients with neuromyelitis optica spectrum disorder and effects on circulating
anti-aquaporin-4 antibody levels. J Clin Neurol 9:36-42,2013

1) IM#EASH#E plasma exchange, plasmapheresis (PE) %k

MR LRRIEDOEARIGE C, R OREEEYEZ &ML oL, HET 2L
CHRIKBEYE 2 B Br< & [RIRFS, AEE L 72 e & REOFEEE M7 V7 I K
RS S, MO CHORES UM AL L FEOBERIE CEMRT H. 2%
T DIRFETH Y, TURREICITROEERLRGIETH LN, BRREDY A7 HRE
AN
Keegan M, Pineda AA, McClelland RL, Darby CH, Rodriguez M, Weinshenker BG:
Plasma exchange for severe attacks of CNS demyelination: predictors of response.
Neurology 58:143-146,2002
Ruprecht K, Klinker E, Dintelmann T, Rieckmann P, Gold R: Plasma exchange for
severe optic neuritis, treatment of 10 patients. Neurology 63:1081-1083,2004

FPPIZBHENC R VERTFHOZDDOAT oA RETHFFAT Y ov s a AR
R EOFRANMTHEEMZ TN ARELEEOBFBRIFNCGARTHL & ST
)

Miyamoto K, Kusunoki S: Intermittent plasmapheresis prevents recurrence in
neuromyelitis optica. Ther Apher Dial. 13:505-508,2009
2) ZEREEiEEdouble filtration plasmapheresis (DFPP)

DFPPCixmEnpfes (—KE) Tl Lzmigz, X OIZMmEpnsomes (ZRE)
IR S, BALZEE LR a7 ) o EORRBEEYE & ENICOBERGE L, BEALE
WIRTATNT IR EZENIZET. ZRBICIEEALORE SIPERD B OBN DY
HY INEHENGTTEY, BEREEEZ D E TR TERRABEEDE ZRET D
TENTREE D, BRATAT oA RANVAFENEZ DD, MR EITo7ee 2
AIRIME & PR EEE & 7 U, SEAICDFPPEITWVR 2 ICR T OWE S & 7o LTIEFIHRE
Munemoto2011) <2, 84 TDFPPZ 1T\ 64 THE (LIS 1L 241) & Z 7z # & Yoshida2010)
RERDHD.

BAER, PIRFA, KHEEY, REEA, RMATz, %S, aEEM, PRk
[, B)IME—, AHIUR, EEE, HEMH, fEEEW  Neuromyalitis opticads L O}
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Neuromyelitis optica spectrum disordersiZ*t3 57 7 = L T ZARIEOH M. HAENTIE
FRMEEE 450 413419, 2012

Yoshida H, Ando A, Sho K, Akioka M, Kawai E, Arai E, Nishimura T, Shinde A, Masaki
H, K, Takagi M, Tanaka K: Anti-aquaporin-4 antibody-positive optic neuritis treated
with double-filtration plasmapheresis. J Ocul Pharmacol Ther 2:381-385,2010
Munemoto M, Otaki Y, Kasama S, Nanami M, Tokuyama M, Yahiro M, Hasuike Y,
Kuragano T, Yoshikawa H, Nonoguchi H, Nakanishi T: Therapeutic efficacy of double
filtration plasmapheresis in patients with anti-aquaporin-4 antibody-positive multiple
sclerosis. J Clin Neurosci 18:478-480,2011

3) W EE Eplasma absorption (PA)

MAE5BERR CHBE LT E L2 FEA DWRE D 7 JZHE L, WEME 2 BRI ERET
5HETHD. PE &IXEL ) MATLZEE L W DBEE AR ERR RN H 5. BRI
IRV K770 &Y H RETHA LY —®TR-350 12 &L 0 B EAHRCE itk s K
ERETS.

EEIE, BEEF, AR, NERN, BEEZ, HERE BRET, BEE: AT oA
R REBREICER LR R 5 M gk, BRIEE
66:545-551,2012
BAESA, FIEFH A, KEEEY, WEEA, EMERZ, MIIFESE, AEEM, fak
B, BJIHE—, ARMIE, EEE, H LM, 1EFEEK : Neuromyelitis opticads LY
Neuromyelitis optica spectrum disordersiZxf 9 57 7 = L ZAEIEOHME. BABHTE
FRMERE 450 413-419, 2012

3. ®E /a7 ) v REFHEintravenous immunoglobulin (IVIG) &

PETIX, ®icva vy, MRREREDOTF7 4 7% —RE, B ED) 27 %
9. Fiz, REREREES ZERERETH KRER~OBED 7T — 7 AEAR MRS O
B EOEMSRBERNIE LS. FOT), KD REICHAQPATUA % T S IREE
& L TIVIGA T 228 5 Feasby2007) . H¥ANTIEHEMNMO CHER Z HENIEY KT
FEFNZEHIRICIVIGE TV, BREEIEI Lz &) b DBekkar2004, Okada2007) T
ST, SMEMIOAREBE T/ OV ARENER L b O4FIIZIVIGEZITY, 36 TR DFH
RWEERREND HTE2012) . IVIGOREEAMHFIIRIRSO L HICE X LT
DB, WELERHLES ZVHE2012) .

BRI IRR ANV ASE 7 2 7 ) - 400mg/ R Eke/ B O RN 25 B W B E1T
T5. BWERE LTET7 74 7% —, BR, 5, FBE, M/IMRED, FTHRERE,
WMEMERER, 2HERE, MEERENH D0, € OEEITHEAR .

Feasby T, Banwell B, Benstead T, Bril V, Brouwers M, Freedman M, Hahn A, Hume H,
Freedman J, Pi D, Wadsworth L: Guidelines on the use of intravenous immune globlin
for neurologic conditions. Transfus Med Rev 21(2 Suppl 1):857-S107,2007
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Bakker J, Metz L: Devic’ s neuromyelitis optica treated with intravenous gamma
globlin(IVIG). Can J Neurol Sci 31:265-267,2004
Okada K, Tsuji S, Tanaka K: Intermittent intravenous immunoglobulin successfully
prevents relapses of neuromyelitis optica. Intern Med 46:1671-1672,2007
MERHE=, PAEEE, Bink—, FHHEA, A Ot A7 v 4 RIGERIEL) R HlAquaporing
PURRBMEGR AR RIS 250 7 0 7 ) REFERIE. MRIRAL 29:424-433,2012
4) Gy FIRRYEE

Natalizumabl3 4 1 RMRE(VIE & 2 S5 ONMOEFE I HKE S, Wb e
< HER)CHA120 H A ORIRE CHIEOFREZ VIR L, NE B EOWEN4H, FETH14]
T LAFETH-72 & LT AKleiter) .
Kleiter I, Hellwig K, Berthele A, Kumpfel T, Linker RA, Hartung HP, Paul F, Aktas O:
Failure of natalizumab to prevent relapses in neuromyelitis optica. Arch Neurol
69:239-245,2012
FIZ1BIRETIEH DD, A v FZ—n X 6T DHE /) 7 a—FLHETHD
tocilizamab OHLAQP4 FLAAN DOWD % £ 5 ERR YA & R~ 72 e Araki2012) b5 5.
Araki M, Aranami T, Matsuoka T, Nakamura M, Miyake S, Yamamura T: Clinical
improvement in a patient with neuromyelitis optica following therapy with the

anti-I1.-6 receptor monoclonal antibody tocilizumab. Mod Rheumatol 2012

0. BEMHORIRETE

TAQPAGERIMIRRR DRIED S E X ERBERICL Y, P OAQPANERE E 7= ILEEAEM
TR END Z LITREN RV, LT LS ERITHEAT 201 TiERy. FE, 1HKEIC
& o TP HAQPAFUAM X T iXd % b D OLp| TRtk L2V Kim2013) . BEMMED
ON-°NMO TIEEH T PR ITLER D, FTAQPARGMEGAEIRAE TP Mo _EF I
ZLTERRADNDTD, PIROBETH CHLERTHIREOREEZERETRETH
5.
1) BIEREART nA N

7TV F=yvmry (PSL) BT, REOHHERLHDIED LWVI) T ATV,
APEMEDH L PSLAE (1HE10-15mg) WIREHERRE & LT 5 OB —RITH 5.
2) SPEHHIHE

R IHIEEIIAQPATUAR G RMR R DB ELET L L SN TNDHD, E72MHIL
INTIREEIT V. BER LA SN TWDH D4 7 12 ) AATacrolimusTH Y, 1HE
3mgY B % 1EHRE 2 PSL10-16mgH ik & fFH 2 (GREREASS) . BHERICER Lo
R % 5-20 u g/LICHERF 5.
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—7J5, 24 5l NMO #3 T Mycophenolate mofetil (Z#) 1 H# 5 & 2000mg) % ¥
28 MAWE L= 2 A, 194 79% CRE 3k S, EHFEMBREN 1.3 515 0.09 F
TEE L7 & D Jacob2009) RAHHNS.

3) L FIERYEE

U= 7 /N6 2 E TR 250 ONMOBE TG Liz L 2 A, FHFEMBEREN
L72350.0F THRL, NHEHBES206180% THE E 7= i3HRE L7z & O EJacob2008) A3
bD. lEL, BEINET DRORIITI20%REICRObND. I bICHENEEEL6H &
T2 A Y Y = T OIER 21TV 32.6%> A il & 772 2361 O # 5 Bedi2011)
Th, FHEMERENLETNH0.0ETERML TV 5.
Kim SH, Kim W, Huh SY, Lee KY, Jung IJ, Kim HJ: Clinical efficacy of plasmapheresis
in patients with neuromyelitis optica spectrum disorder and effects on circulating
anti-aquaporin-4 antibody levels. J Clin Neurol 9:36-42,2013
Jacob A, Matiello M, Weinshenker BG, Wingerchuk DM, Lucchinetti C, Shuster E,
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Boggild M, Constantinescu CS, Miller A, De AngelisT, Matiello M, Cree BA: Treatment
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17:1225-1230,2011
4) A v —7xnwm vinterferon (IFN) OffFEHIZOWNT

YHEARERREMS L2 sh, IFN-B#&E5270H%ICEE, BB, BEREESCIHNZ
2ELAMEEL S LIERIT, BICHAQPATUREM & B L7 NMOER B3 #HsE & T
V%5 Shimizu2008) . MSTIITh1 7 b HTh2Y 7 b~DOBATRRhEMF & U CTERT
55, IFN-BIZ K D HEE L NMODOERTIE, IFN- 8 A—i@MHIZThit A s A &8
4% = & R°B cell activation factor of the TNF family (BAFF) 23&i01L, B#ifazL
o B EREIEER 2 A4 5 2 & S S TR Y Krumbholz2008) , Ziu 5 DIFN- B @
FEEADBNMOSMEEIEREICE L KT LIZAIREENE 2 50T 5157K2010) .
Shimizu Y, Yokoyama K, Misu T, Takahashi T, Fujihara K, et al: Development of
extensive brain lesions following interfern beta therapy in relapsing neuromyelitis
optica and longitudinally extensive myelitis. J Neurol 255:305-307,2008
Krumbholz M, Faber H, Steinmeyer F, Hoffmann LA, Kumpfel T, et al: Interferon-beta
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% TR L AR AR E
B AR ARIE
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