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18 Nucleus geniculatum laterale

Neuropathological Diagnosis

Neuromyelitis optica

1. Loss of axons and myelin in the bilateral optic tracts.

2. Longitudinally extensive transverse necrosis with loss
of GFAP- and AQP4-immunoreactivity in the spinal
gray and white matter at the cervical and thoracic level.

3. Microscopic active necrosis in the left amygdala and
central pons.
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WMo TWET, ZIUXFLT, b&b Ll
LSRR EEZ 5N TV MS EWH DL, B
CHRIERBEZZONTIEIVE DD, WE72
IR DV TV AR WER T

NMO BE S AIZBWTIE, LIZLITHEES
OHMFERERLT, BIICOHL LIF-E B
D, HAOEEIIMS L) AEETH LEHALD
DEF. HERENMO IZMS o—Hfl X £ 2 5
TWC, FRIZHBAIIC S W EShbh Tz
DOTTITFNED, 2004 4F1Z Mayo Clinic & #Jk
KEOILFEFFEI L - C, EEFRYE P
ThbH, NMO-IgG 23R SN T, MS & 135
ol BB THD E V) T EDHLPIILD
F L7

SHIZEDBEMZEIEAT LT, KT ENH
FHRLAEDN B> Lo TWA X HIZ, 2005 412
SHOHURA T A F O34 M DORZEED & 2 A2
EEEICREE L TWAHAQPL £\ ) KT D
FXANTHDLEN)ZERLPY T LD
T, TNLRE, AQPAPUAL VI FWHEE TS
I oTnET.

NMO-IgG Pk, AQP4HTLIE & V9 DIk, NMO
BEIACBWTIIEED, @il TAdL
BRDFFUNED, 71% (54~71%), SFHRE
%L ETHETH L E VW) ZENFbi
TBVFET. MSEZESATIERLT, o8
MWREEIZT ZHED B L T BHE S AD 25%,
HHWIE, MS, NMO DZBWHENE % jii 72 & 72
DOTTINEDL, HHOREZ T 241 EL T
WHLEBESAD, £k 80% (38~80%) <5
WIZHFEDOENL LW ZETY

FFN, MS 2B L TlZ, McDonald D1
FH#E - NMO (2B L CTld Wingerchuk 5 Oz
WRHDLDTTIFNED, FHno/lzbDizY
T E 5% 0EODOHT AQP4 PFUARE D
B o T, ML L7-Eia s LT LD
DB EV) OPHIRTT.

JlE, WHEREL (B W2 2nWenT
FTUNED, MS EHEKLTE)E) DL
NETAHERDLBEICBRERELVWERWE
3. 25 5A5MS OFFEYE T, NMO OFREE T
T BIEEDNSNEL TITHHW AW Tn
% & 912, AQP4 DRIEDEIZH > T, Z Dk
RT7 A MO A bOEEEEZ > T GFAP A&
TLTL A EDVERIFREZA ) LEZHLNT
WEF. MSOEZESATRTHASLE AQP4 &
V) DIZIEMR 2T E ¢ L, NMO Tl
WIZEHL ToZ2 NPT TEFET. AQP4 DSKIT
72 2AHIZ— LT, NMODEH S ATIX
GFAP ogtaibHE L& E 7

FNEIE LT, MS IR %S SR
T¥. KBHME TR TV 2FH WGt T T
I2ETADRELTVWEEIAIIHIZNFET. &
1113 myelin basic protein (MBP) TYtb T\
T Ed, MSICB L Tid MBP 299FH 12 S
TWDHDIZH LT, NMO (2B L i, $iliZzashs
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EINTHEHRZOb OPEESRTEET
DTRAETRFEEL T B2DTTIINED,
AQP4 & 7> GFAP D& 25 & it
RN T LHE A D ) 5. IWEFWIC D
NMO & MS &£\ DIZHE % > 72/HETH B &
Zz 5, MS 2RI LT, NMO ICB LT
7 A badh A MEE, TA MO A RS —
E Vo EBENRETIMEbN TV E T

C DIEBI ORI 72 1% 25T A 7280, NMO
O —REERARAE & ASER 2 ik L C A L7
FIZEPSHLLITTWAEBD, NMO & \»
I DITHFEHEAMS £ ) 5 < T, EDSS I
£ 5, BEEERHMOIFFICENE WD T EHH
ENTHWET

P23 2000 4ERIC A > TH SN T
72720, e RENEEEIEE L 2281
PHRNOTTINE D, B D LOHRE TILRE
EDOREIEE, FSEDS 75 71 HFEE T 18% 157k
e RIS, 34% AMA & 2 DR EFEDE -
TWC, 4 AI21 A (23%) W3HRTI2%-TC
WhEEbhiTwET.

F7o, ETERICEHLTH, EREMSBEMAL
Zo X o5, AQPAFUEL RO S T
1X, 54 T32% L 7 IR EWIFSTZ -
2EV)HEDRHLOTTIINE L, FTEDH
LT, HREDPHEL SN -2 bH-oTEN
IZHARD El> TidWE TS, 75 H, 64%
WETLCHET0NIZTA 9%) FTELB-T
Wi,

FNEWARF LT, RIEFITIED D 46 4F
M, FEIEEBDLES 2% S D721 T 40 [FLLE
HoT, BHEMIHRRIEMZILANE 2 o TR
BEREE SN LTI E > TV E S, SWiL MS
AHEELTHOLNTWOTTD, Bfhs
HIED NMO 12K 28R CTh H A 70 4
FEHEfThNL Wiz vy Z &5, NMO &
L CIEIERICRIIFGEDO R WERITH o 72 & \»
AT LB EEVET.

F72, COHOFEHOHRT, BEHEIHOD-
TWES. NMO & FRDRRGE & v ) DI
BRSSP NT=ONH L2 EbdHoTHD
ETABVOTTIINED, 5F TREIff-T

X-FH EHEOMEICOWTA LT O TN E
2

AFHA FEAV MLFb—E2EWICHEH
LTBYEFFIINED, IARC &\ ) FEDOZHE
WEA7 ) == 7 LT AER 2RI X
5 EE L QBRI VIV —T 3 D5
B o TWET. FHIEOTRENM: O U903 %
Z72OTTIFNED, LPLFARTW L, bF
DRVDPHREN) Z LR ET.

—HT, SOHIFEIFER SV H T
PO = LSEWDITTIE R W TTIFh e D, B
JRIBIZ Do TELNE Lz, A7 04 MR
FROFIER AL 5~20% T, 5 A2 1 NIIFE
THEVH)ZEROTTIINED, HERFE,S
DFHE) A7, — RIS, BElERE, FTIRIE,
ENE, FLAE, RESHE, FENEER &TC RS
LTWEZ DG INnThET.

Z DI EERE DG Tld 7 { CTHATHIRZE 7217
Potzbw) ZEhoThirhed, VA &
LTUHEICE o T2k ETEN D EFbN
TBY FT. MENICAEGTRIBRL /28w
) ETIERR S AT0 A FEffioTnizZ b
B ERLTWAEREIOTTIIhED, #
DOFER, BEHINICH T AEHED 20X
ML D BITRHEE R LA WARTEDS
F L7z RIS LBEIER, &5 \WI35iEE%
FOREREDH ) TTOT, E6%055%D
EFRFEOMGFHILEEEZ 2z 5 ET. KD
H2 5L ETT.

f# 3] : NMO—neuromyelitis optica ? %< &
BRI, RIEEOREEEEEL T, ERWIC
optic nerve & FHIAI BN ENADIFTIITNE
b, WEHBANRD -7 L9 12, NMO-IgG 13£<
DFEFIT, AQP4, ZHUIT A bt A b
F74—=bDEIZAHIZFEH L TWAEKT ¥ IV
OFTTTINED, ZIUITHT 5 HOHUED
T& 5, MEHIZED>TWDE W) OH
WTY. bbAA, THIRAD B-cell I2L -
TOL LNTL B HCHAE R DI TT.
FAEAERIIIZIT MS IZHB L T, 10/ < H W
NMO D13 ) 25E#C, EBEMIZZEICZ T
. B2 D122 0 MRI OFF LT, 3 HEMALL
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b7 5 B F AN IR 25 5 B K2 H NMO

B EE T,

CNAMRITY. MSTIE, AKv MRIZ
high intensity 73 C < 2 OAYA ) 70 H5HT
TIHS, NMO TIZ T2 TlE, THOXHIZELIR
NhH. 2F D, IHEAARLLEIZD b7 Kl
ICRWIRZ &\ ) O T, Lad, Tl
TR E, FEA low 127 > TWE T8, 48
Fatk, &5 WIZEIEHOREZ RET 5 L) 7%
AT,

MR RPT R, Mfk&IEI =) v og
e L CWA b T8, BSEHRETT DT,
I UOWMEHEELLBEL, IV UO
g Epebi CnES. ZIUdiiR v g L
TVLHEELOTTITNE D, OIS
TlE, IV VOALLTHMRLFELTLE -
TWhEWVW)ZEERLTVET

SPAORRZE, TOHOL, S LNVORR
ThobED, HLVIETRONI-LIZ, I
HRER, TFERERDSFAR & 72 o 72 SRIEMINIRE A3
T,

CHUIHIMR DG E L7z OTTH, MED
Fica €y MRS, fifEsE L TwET.
Z LT, [AUHEMLIC IgG DILEDH B E D D
HHFETY

i A SR TR LT B I EE R B C 3
A3, ZOFEEAY AQPA DFBATE N ESHIT
WAHLIYTTY. ZO/EETIE, MRIEETHE
ZINE D SRR TEBIC F Tl5 T2 T high 295
ERRONFET

MOBETIE, WMEOFPHIZ, KA har b
FARNT T, high OB oNnEST. 20
HE R ADIMNE %2~ 7 ADRKIZ 2T THhIFTR
TYDY, ~ 7 ZAOMINE O FAHITZ DR -
A OMIIIEB L O EXRTIZH LT A hat A
FOZGRIZEZFMEN LA L TWET. oF
D, ZOEE, AQPADEBL TWwWEEZ A
E—HLTWAEbIFTT.

X, HlOEE S ATTY, FLAIR OHE/{§ T,
55 == o PR & S = 5 PRI high intensity
BROLNET. ZOEFIADIMGEEZY T AD
2T CTARD L, BEEZNREORF»HT - &

IMZE T REANAD A MIEDLEN RO HIET
EENEORGEDE A X T o BHT
. TIDD, FE=MEORPICCOBEIA
DOMEDOHIZEHE TN T W5 IgG ik AT 5 Eb
fr, 2F ) AQPA 3B L T A5 ghd 5 L
W) ZEERRLTVET.

CAUIASESITIE 7% < Blloo HERBIO NMO O
BEIATTY, ZOHTITMIHRZED I & i
PICERROWED RO SN E T, BIHEL7
BREHTZE (M20) TS, ZOHGOMEEE R
% & Hu eystic necrosis C, Al & FHBL L 729
BTHHEDONHLI) 7.

PR 22 1L, RIS, w11t
LA RSNSEZ LT (M21). £LT,
HE 5 TlEI 1) DAL ST, Wb ik
LTCWAHTRPRONE T, HEIC A
I UAWHE L T B EG SR SN T
FUNED, FEFACH T L /2 MmES IR L

21 Occipital white matter
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TLBEWVH DD, T NMO DFEZHENFHZ T
G 6] UHEDME AT Wb b)) T & 2R LT
Wi,

INDRIEZICR ) F 955, patho-mechanism
T (M22). MS Ti&, FRERD DS W TT
e d, ML L 72 T M A S AT 12 5
HLCTWwbad A 770 =L T, MEN
FEOICAM % V-CAM 285 L 4. 2L,
MAEREZ @ - T, —&F, MO T Mlgsvz
HBLTWwWbITTTA, 0K, MMP
(MMP-9) &9 B RERE % W L TRAMD
RESNE T

Vo 72 AR A o 7oL L7 T M
(&, PUESRRHIIE O HER S 172 MHCIL &
MS O HLIE 5 F OB Ak % TCR TREHE L,
CD4 (+) @, helper T-cell SFHEHILE T,
TrENALY, A ML ERBLES. Fh
I2X > TCD8 (+) T-cell, 227127 T7HE
HEENBbIFTY. —F, Zofsh/da
FAA Lo THiIkOERE LR > TE F
3. BRI, WML & 7z CD4 Btk T-cell 12
XoTYZV— 1 &Nz CD8 D (T-cell),
I7a 7)) THLERD, FIEMEOBLREE
ZoTLBbITTT.

FnEbH)—o, FA A E3Irar)
TIZE 5T B-cell B3/ 7 0 —F L8 2 T

LHDT, £ ITra—F )Ny FOFERE RS
X %E ) 7 a—F )7 IgG DEAEIHEZ 5T
CHONMS OF Ty, FeovFd&, HA
I 5 W T, HFELS 7z CDA HFE
i CHURFRAINE CIEH b ST, CD8 & 3 7
0 7) 7 G L CRIEE OB R 3L
WA ZEDPHLD A Z AL FT
—77, NMO Tl NMO-IgG 2 & B bl
TY. IO MENITHAIL TS DT TY
%, 2 NMO-IgG 12 AQP4 12/ 2 HUA T
CHUIMDIMAE DWW T, 03 ChMIIdEEE
JEAdH - T, FIIZIE 7 A a4 hojEgEk
A3$%75 L T blood-brain barrier # 2 < - T\ 5
HIFTY. TT2H, O NMO-IgG, AQP4
Pukix, 7 A bt A o RICHN T
EZAIHADITTT. ZLT, WoltA
AQP4 IZHUEN oD L, TAMEHA bD
Z D2 )EE X LT, blood-brain barrier 7%
i & F 9. Blood-brain barrier A HiE & 1
b &, ITHFHRERRAFERERASY) 7 v — k&
TETC, RIE, BILHEWRELZRZ L TL 2bl)
T,
ZIEREZ, Z OPURPURBIGIZ X - THE
NG S NE T, iR NEE LS nL 2 s
A, SHICCORELXBELEY. 72, filk
DOIEMALIZE > TMAC &) a Ty 7 A

Immunopathological hypothesis in MS and NMO

VNS

S Mk

Blood Monocyte
e e

7 )\
| A NMD-‘QSJJLL 4
4 @

),

AN A A ot
- activated

Lancet Neurol 2007; 6: 805-15&Y 5| F

4 22



180 W g wBeiis 7 1 75 2 CPC

P ST, ZNASMERE IS LT,
B 7 IEE L 726874 L 7215 2 R ZEiBico < o
TLABEV) PSR TVET

—7J7, T-cell DIFHALIZIZE AL 57500
T, NMO T34 7 u—F )Ny ROJERK &
%h L) BT 7 u—F VR IgGOEEITRES 5
VO TY. NMO & MS 14 pathomechanism 7%
FoGEIVRETHDL L) T ED%bro
TETNMO B—2DEEME L LTI BT
LN TWADITTTA, 7272, fEDIEMELT
&5 &, JREEIC MS antigen 37270 o T A
LIARE, F=N=FvTLTnEEIHD
RoNLOIFFHFEZEBVET,

RIEIZZDHDEL o748 Ty, JiRkE
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B RRlC T O—F v — P EERE TR
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FLFENTH) FITHA6ETT
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7o XN EIEOERTY. RS I BERE
WIZT R CwE L, SRR &
iR, U UNENC A F LA LT, Ml
fifi, SAMEICEEREAH Y F L7 RANREE LT
&, EERE, TEEEDREYBEALHI
5T, THUE) EOKIRERE, KEE HE
B LR AT TR L TB Y £ Lz HIRER
FE1d latent K& T A, FFITHEIR & DR D FKIH
HREW) DI o7z BnES. DlEp—i
DL LTEEZ LT L.

B&  HYAEH)TEFE L7 RFEICEE
DTN 720n7=DT, AQPAbitko Z b, #ih
225 NMO O Z EASKE Do TWiz72nizn
R A

ADBHEO 10FEH CHVEFREY LTWwiz
DTTD, ZDHIIMS %5 NMO B ZE b
D, BPTMSIZIZBERRA VI —7202D
ERETOREHHO ) COH PO REL LD
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ADEZDOBHS72OTY, IFEd, FERFEAN
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WROEHE REHL {, HBRREIEN L5
BED DRGSR T, R ERBALE LT
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