Guillain-Barré syndrome. The Fourth
ISN Special Neurochemistry Conference
"Membrane Domains in CNS Physiology
and Pathology”, Erice, Italy, May 22-26,
2010

2) W . RENHC DT —OBHIC
BIBHA T T Rk F At B
28 [ H A MRHFEFRRER (20104F7H
15 H~16 H. #ik)

3) BAB—. mLEARE, FREF, L
mE, REE AREF SHMB. M,
HREIZ BT BN > F ) F L RHUERIED
B, % 21 M HARBMEERENER
(20109 H3 H~4 H. &)

H. J8OBLEHED HEE - B R
Brars . 7L
ERFERER L
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R BEFBHEAREMME GATTRBRIRMEERE)
TEvA—R2y 7RO ZH R VARG EOELHHEICBTHHIR)

PERRBEE
Ewh—A% v 7RI 2% O 5 i 88 O FHm 12 B85 5 5%
R iR Wk B
(ENLRS - MPREERRITZE 1 > & — PRI AL AT S Re i FE AR R 1)
Wt 11 TR R
FEIRA B
MREE

Bickerstaff ZUfK#tA# (BBE) |ZEAMEE. IRMME. BAMMREE, DRMEESRH. #k
WBUHETIREREOEGSWRBINT NS, BBE 2R iT2 M HOHADOEABBIIRNHT
H5N. FOBEMIEAMBRORENEETH S, BBE &R CHRMRRIEILIRE TH 51
A (\W0) T3, mHHECHH®E Y27 7RU > 45k) EF0EMNE (77780 >
4) MAEINTHDIENS, FIENEETRERBERERBREO 7O Y1 7E LT, HER
HREEMROEE Zidaiz. R, 70—t M AN —HiiZAWT, N0 RKEMTE, &
My RERILER X TMEEE S LB LT, CDISO BaME CD38 hiSE CD27 BaE CDIY 35 B : R
BRBIZEINL TN ZEEZHB U, ZOREBMlRZ LY —5—THEEL . idBRENTH
BLEIA, FOBELEIRT V7RI VAHBESEZEL TWED, F -BEMSHEL
7=Z0Mo BB L OMEEZEO BMIIIZIE. FoLaaEEEEDsnahoi-, kXD,
NMO B RA M ML TN D ZORE BHRAECHARD EBAEAME TS 2 ZERE X
Nz, 70—HA kA M) =2k 2 HOHEEAMRO EE M. BBE @ B Oy pE A E R
HIZERTHDEEZSND,

A BFREH

v h—X% v 78R4 (BBE) 13,
SRR O PR AFRRIEREE TH 578,
mHICHAH > 7 ) F S Rk O BECH
BHARDEI, WEANDOEGARBINT
W5, BBEIZBIVT Bl H ik PE 4 ik
BABHTH SN, ZOMIIIIEAMROR
ENEETH D, FPROEMIL, Pk {E

PR RAEE R BEO T O MY A TELT,

R ERER (W0 RMmsREEHNT, B
CHiAEAMREORWIM TOmTiEERET
HTETHD, PRRERDIHMELTIR, &

OEBERRESENS, JO0—Y1 b AR
D—%8RH L7,
REREEL (M) T, I ESHE (1
72T R 4 Gk, H1AQPL Hidk) & TR
MFE (727 7R > ) BRES N TN 5,
ZOHL AQP4 Hifkid, FhE D W0 HETHMET
HHH, EHED L O LR m (L
(CMS) BATIIRMTHS. Fz. IREMA
CRERETHL 2N —T AT 57X b
—F AT CD180 Btk AR 3 w17 B CL ik e
HRZATDHIENEEINTND I NS,
4 [a] NMO SR A# 1 B # 2 % CD180 & — DD /NA
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F—=H—& UTHEIZHMEL . 5T AQP4 Fifk

FEARRZAT S B MDD BEORE % H A7z,

B. BARAE

(1) %%
RO~y F LIh QP4 TR B E 24
pil. CMS B3 19 A, BEH 0 AR s
L7z,

(2) 7o0—HA hAKY—

ALK DKM R (PBMC) % 58
L. U TFO#HEESE /7 0—F NHEKT
el 7z ft (D19, CD27, CD38, CDI18O,
CD138. &niz, HE BMM. 57— 7 BH
fa. A€U—-B Mz 70— kA RY
—tI)—F—Tr#EL 7.

(3) Mlifakiss

[~2x10* @ B MRy 2 RBRENT 6
HRER# L, g LEEEIRL 2.

(4) biAQPA i EREDHIE

I ba—)b 3 K UNAQP4 s R CHO #iAa
EEELZ, BIRL-BEEHE, s
REEHOMRICEML ., 20 PRIRE S ¥z,
MM Zped L/, 2 Rbik& LT, FITC
Fakbie b 1gC 2L, 10 SRS S #
Teo 25 OMIBD FITC #ARE 2 70—
A A=Y —THRIEL. AQP4 EH FH
CHO M2 & 2> ho—)L CHO #MifE o 36k
FEZ 251 AQPA ipkiEtE & U7z,

(5) fmEEOBE : AEHEBICEEL T
3. FEICK DG INORBZIREL
7z AERITERS TRREALO%, 24
EFEVEEICRE L TS, AFFEITE
SRR > Y — I BEE A TRREIN
TWwa,

C. ARER

(1) B MRS 0D 37 B
f &, (MS B3, H1AQP4 HUkBHEBE .
FIf o B MR H S EOSEE ZRIE Uiz &
A, ftho 2 BEE LR L. BT AQP4 Bk
FHREITHB T, CDIBO BatE CD38 skbsH: (D27
Bt CD19 55851 B il D Bz L
TS EPHBAL . —7. i B Mkl
73 (CD19 B3 CD27 B2t J-1 — 7 B A2,
CDI9 KAtk CD2T BB E A £ D —BHINR) DRI,
SR THEENRO SN o7z, D,
CD180 f24% CD38 3ESYE CD27 B34k CD19 F5R5H:
B MRy & B B ML & IR,

(2) HiAQP4 itk EEAEREDWIE
NMO #53 B Wi e 40 m (32% B #if2, S
—7 B#il. AEU-—BHM) DKk L
O, FLAQPA HilAli ZRIE L& 25, B
B iR 8 LiEHRICO A, Hi AQP4 FifkiE T
Zndlz, BEHEDNTNO B HIRETES 1
Wiz BiEICH | HLAQPA FUATENEIZRD 5
Nnizinoiz.

D. &%

4rIE] NMO B3 R A 1in v C R% B Mile A3 Hg
ML THO, O B HMAHT AQP4 HFitkDE:
BIREARTHL ZENHBH L, BEB
ML DBAR T R R O REF BT S |
ZOMRARBIEEME (S5 XTI R
) THZZENHBIL - (PNAS, 2011).
FEMESL L7z 7 0—HA1 kA bU—5if %
AW, BBE KMl B il 2w OF &4
S5MZTEHIENEETHLEEZ NS,

E. &5

NMO RAH I iz 5 Ok EAEHR ZFE L
7zo ZOFEIT. BBE KA B {65 %
BOEAZEE LU TEETHLEEZ LN
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3, I RdFEA: 7L
2. FEHHEBE L

F. BIEss 3. Fof 7zl

1. #wFEE

Norio Chihara, Toshimasa Aranami, Wakiro

Sato, Yusei Mivazaki, Sachiko Miyake,

Tomoko Okamoto, Masafumi Ogawa, Tatsushi

Toda and Takashi Yamamura. 2011.

Interleukin 6 signaling promotes

anti-aquaporin 4 autoantibody

production from plasmablasts in

neuromyelitis optica. Proc. Natl. Acad.
Sei. U. S. A 108(9) :3701-6.

). ERRE
1) Chihara N, Aranami T, Sato W, Mivazaki
Y, Mivake §, Okamoto T, Ogawa M, Yamamura
T: Plasma cell-like B cells produce
aquaporin 4 autoantibody in
neuromyelitis optica. Kyoto:
Neuroimmunology Kyoto Conference 2010,
August 21 2010.

2) Chihara N, Aranami T, Sato W, Mivazaki
Y, Mivake S, Okamoto T, Ogawa M, Yamamura
T: Auto-reactive anti-aquaporin 4
antibodies are secreted from peripheral
plasma cell-like B cells in
neuromyelitis optica. Kobe: 14th
Internatinal Congress of Immunology 2010,
Kobe, August 23 2010.

3y FRULK, VEREfERR, FRIRAE, =ik
e, ST, AT NI
R RFRERER (W0 2B 5 B M
OEFEME. % 20 FHARMRERE R E
e HER 21043 A 18 H.

G. REfERIEHR
L

H. HIFB EHEOD HHBR - S 8RR
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‘ BASBHEFRRBHS GAMES ERARERD
[ h—R By RIE iR O B R USRI SO B4 A 555
SEFRREE

B — A5y 7 RIRRER AN 5 1 3317 DIRYRE D B8 - 0D fift B

B A hEE
o &
WoEwm & EHREXE

MRES

(I P REER e R R I FE B R P L 22 )
(LR PP AR R B
(IR B AR R L)

B —2 5 7 BB (BBE) 13, JeATRY0 M PHLH 2 VAL FHUER, — B 0R a2 L
DEBRNOF T S —IE G LA T ARER TN HEREINS, T - L —EERO
BRIRREIND 4 FEORFEAEOFTATRYSEE T, BBE Tl3b 308 1 ETHA LR LML

7= (FpK 21 FEERF IR R) . AREEFE 1L, D 14 FED AL A B R |2 > @A i

TBFH

AT 0T, ZDORER, MEEDHKREGDY  AMHOBYIVRENT-DI3 BBE 29 4 11 4
(38%) THY., xFHREE (33 Bl 5 H[15%]) LOHEMEE TH -7 (P=0.04) , 48 EIC S MEHRL
DIRRENTZDIL, KIFFARIEIB VA VA Haemophilus influenzae, 1T AT ANNAD 3 D%
JFETHY, £ E4 BBE JEFID 10% THOLNDIEN 5D 0T, T U —SEHEREE R
BBE T, BYHENRIEICE 5L CVDH, [REERAHBEIIE T L — R L R &R

RRoTWAZERRENT,

A BB

E B — ALy 7 RIS (BBE) I3, 5E4T
YR M PP > 7 VA REUE, — @D
PRIR72 E DB AN HF T S —JEGERE
(GBS) LEHLUT 2FIEMTFHHERI S D,
GBS DEE R R L SN D7 R
(Campylobacter jejuni, VA NAH A A LA
Epstein-Barr 7 /LA Mycoplasma
preumoniae) DIEATIRYLARIL, 4 S bW
TH BBE Tk 770359 1 I THAZ L2
EDORFERREL THRE LIz, RELEIL, 759
#1 9 F|0> BBE JE BN I517 2 A TR LIS R A
RO R REEIT o7,

B. IxA%

B TR E R R RN A
BRI U RR EHUAR)E B R T ah -
BBE 2 M{F 29 &%t L Uiz, stiBELT,
FEB AR ERR - R B f B (N=33)
R, RBFEOERIZERL, (L O KZFE
FE BB [E S AR TR R - R PR A 70 5
BEZBBLI VIR KEHAFEEZES
DT H&EE,

PURBITE : F 14 FEOTA LR HE IS TS
M HFEERIEL -, BEEL, ELISA T
IgM Fr 2 HUE OKIERIRIEIZ 7 AV A[VZV],
i~V R A L A[HSV], BRIB AL A,
BIBTANA, Dy TATANA, 2VRT A
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NABI9) %, CFIETT T /UANAE RS Y
ANA AR TN IR B A
PINTZHTANA aF AR HHET
RGAL TN TAAA(1 L 2 B o1
PHLRE B E LT, Haemophilus influenzae
12 DUWTHE ELISA T 1gG/1gM/1gA Hi 4%
EL 2 77 R RSN G BB H]
FEL7- (Koga et al. Neurology 2005; 64:
1605-1611),

B E A~ OEUE: BE MFIIAETHY
T UNEAFFE TERWEIT LI AR
W,

C. IR&HR

SRR RUE DA - MR ORE R (C.
Jejuni, ANATT 27 AL A Epstein-Barr /1
JVA, M. pneumoniae) L5t BHEHI DK
GupRe S -k, BBE 29 4191 11
(38%) THY, *FHAEE (33 B S FI[15%]) £
0 B BEE Tdh o7 (P=0.04: Fisher O E 15
2N

- 53 JEAA BIAEEE . BBE JEf T IgM R E A A7)
Btk Tdho7mU AV AL, VZV (BBE 3 #
[10%] vs xtFB O f) | LT A7 AL
(BBE 3 f[10%] vs XTRE2{1[6.1%]) . HiH
~ XA A LA (BBE 2 $[6.9%] vs xR
1 %91[3.0%]) Té—->7-, H. influenzae < BBE 3
%1 (10%) TRAEMEEHV L ES NI,
HORRAENRELIZEGMELHIES - BBE
SEWIAS 3 BlE EN Tz (1 BliEA AT
TANARE VIV, _FNEL T AT AV AL
HSV),

ARG OYER R A RE Th DR
CFiER HIETREILIZV AL RZ W T
1 ARA L N2 ORI E Tl R o
HIEREEETHY, FRROMHTOITHIRRL

72o LML, 77 /7 AL A(BBE 4 [ 14%)]
vs % B 32 5 2 B[6.3%]) R A AL
T AV A(BBE 9 #[31%)] vs XTBE 32
B 7 BI22%]) . BE AT A
A(BBE 5 f5l[17%)] vs xiH8 32 il 1 4
[3.1%]) TldxtFREE LD, BBE B CRE44A
W WERC o7,

D. EE

AEIDRETT, GBS L [FkiZ BBE ThESL
FEMFIE LRI 5L QA ZEN RSN, &5
(. AR S MR S DRI S LT R IR A
IX VZV & H. influenzae, 12 T AT A VA,
HSV Thotn, 3707 T it &
TiE. GBS 128175 VZV R° H. influenzae,
HSV OFRATESBEE I TN TN 1% RELR
H X THY (Jacobs et al. Neurology 1998; 51:
1110-1115) , by 7 RGOS TREYLAR 1T
BSANISHL TR, ZRBORE b, %k
TR DB DI, BBEIZIGBS SR £
RIRRETHH LIVRENT,

E. #&:%

GBS k[FIERIZ BBE THBE A IE 2B
BELTWA2, JREE2DIRIAIL GBS &R &
{Rp->TnA,

F. iz sE
1. 3w3C3EF‘ L
2. FERF L

G. BEERER
7L

. KRB EE D BB B 85K
FERFIUS 72l
FERFERG L
FOf 2L

wo =T
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Ak 4

MARROHITICET 52 —HE

ER
EERA WY RLVE ELEXIL 2 B A R Hi iR HRR4F N
REEH
W B | CharcotMarie-Toothfi |10 ;"K:‘ A snopwms | mysn U 2010 637-639
EBHEBHEEOER
- . DIRE AT 1 N | HEHER T .
N — . = 201 249-2
mHH B | ¥ FEfB Bt o s o ZDATA 2 B 010 9-255
BOOK
. GBS&H 7 UA T R Annual Review . e
1% 2 5 _
WO wmmomromR- | TOUE | oy ARSI 200 293299
M
BREKS WXI A MIVE REHEA B N—=P H R 4
Sano Y, Shimizu F, Abe Establishment of a new
M, Maeda T, conditionally immortalized
Kashiwamura Y, Ohtsuki| human brain microvascular .
S, Terasaki T, Obinata | endothelial cell line retaining an J Cell Physiol 225 519-528 2010
M, Kajiwara K, Fujii M, in vivo blood-brain barrier
Suzuki M, Kanda T. function.
Peripheral nerve pericytes modify
Shimizu F, Sano Y, Abe | the blood-nerve barrier function
M, Maeda T, Ohtsuki S, | and tight junctional molecules J Cell Physiol 217 255-266 2010
Terasaki T, Kanda T through the secretion of various
soluble factors.
Koga M, Takahashi T, |A serological analysis of viral and
Kawai M, FujiharaK, | bacterial infections associated J Neurol Sci 300 19-22 2011
Kanda T. with neuromyelitis optica.
I iRAKBE Y - i R PR AREARE.
HH HE MR IR B e TR R E 105 846-851 2010
BB~ T
MM D45 T HE. K N
4 PN o 1
TRE L 5 R . 7 9 251-256 2010
Current Insights in
MH CIDPOIEFRRIR Neurological 18(2) 8-9 2010
Science
FATEEF, | T, /1 Thalidomide B M 523821 |
FEE—, HEEH B LPMEEPEKRLZPOEMS HIRIR R 27 585-590 2010
kO WE B JEEHOSSERB MR
FEARBAN, NERE—, | BRHET A CoAlKREEFE
HEEH, JIFEHE, 7| (VLCAD) KARED227% 15 ERER PR 50(3) 172-174 2010
KiE, #EME Rt AR FEIRIEOR A
HEE, E EHE= 2 —aF— RFRNA 72 361-365 2010
Antibodies to gangliosides and
ganglioside complexes
Kaida K, Kusunoki S. inGuillain-Barré syndrome J Neuroimmunol 223 5-12 2010

and Fisher syndrome:

Mini-review.
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Antibodies against

Kusunoki S, gangalioside complexes in
Kaida K. Guillain-Barré syndrome J Neurochem 116 828832 201
andrelated disorders.

; . MHRIREBL Vv —H—: Clinical
i B— & PN . 1400-1404 2010
L Guillain-Barré}i {5 5% Neuroscience 28 00

Chihara N, Aranami T, Interleukin 6 signaling promotes

S.ato W, Miyazaki Y, anti-aquaporin 4 autoantibody | Proc. Natl. Acad.

Miyake S, Okamoto T, on fr | tasts | CUS A 108 (9) 3701-3706 2011

Ogawa M, Toda T, production from plasmablasts in Sci. U. S. A

Yamamura T.

neuromyelitis optica.
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f Charcot-Marie-Tooth &~ |

§ Charcot-Marie-Tooth Disease (CMT)

l fHER fE  IORZERZEREIE - AEARE

EERDRA b

BB T, BE/ANRE D 5B Em A RsE
T 5 BB R MEER,

B RERDEZ I THEMTEOBIET LHE
Hao
BIRBEREOEIUIIEFICEE, UL, FEEN L
WZ LIEZDORBOLERIIZIE 52w,

TEIRDEZDVE

BEFHEREL VINEOIE L, EMHE
(peroneal nerve) T3 AL S 5 T BE i i B 1 f K
T, HEMDOT 7Y I DBHDH7z0, RRELAL
ENTAY (ENR ; drop foot), D F FKATHEIZ
Do bDEHTHIDBEIREEE LFTH
KEHT%2D (BEKLDIIPUTWS, LWHDT
F& (steppage gait) £\ 9 ],

B (pes cavus), HBAREL (hammer toe) % &, ED
ERVEHEEICALNS, THROBEHIIKET
1/33TBIV, Refkdibr) Ly v vyRy Kb
NWEBIFIZLAL) RICEL (1), By v
~ ¥R V)R (inverted champagne boitle), F7:1%3
v/ N R (stork leg) 72 & L FEIL B,

BLEATT 5 & RIS D B EEMICHI M & B Hs
AoNbLIHTkB,

BEHEE L BT 5 L REBEILR Y,

B A OB R ST 2o LI T 5,

BRELZOFRDSH D

ozl ErEmE, Bl (CMTI, I, VE)
Tk, FETU Y 7 bR WHREEREO—%
POBE LT 2, BiREER (CMTIR % L)
T, MRCEEEREEZVLBERTICE Y
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KBETF 1/3 25 FIZERFHID,

5,

B HBEE I, RIETERAERL KL CHXE
FRAER, BAREMIZIZEALADRER Y,
B— e - MBERETOEFTRIALNEZ VY, &
BEREM~——3 70,

BRali T RIS EARWICIIEELSD, BB LIE
LI ER S ERLREEZ L 5, M3BUTHEML
R,

B - BEEMRIZZ OB TER, 22FT > 32
BEFERIZELSL CMIX TRABAZIZT2 BE
ERLIELIEA LN S, BBEE T3 E R MRI TH
BIROBENBEINDGZ LV DH 5,

B ss, HEREETREOERLLD
CHEATHEE SR L CW B Y, EfE BRXITS2E
W I A, BEBER CIZ A % onion-bulb %
fbrBEI NS, MEREER TIIREGHEEVOE
BHMBEERTIALONS, HAERTIZRIMEOME
FE¥EZE b %2 St L CTEBA % type grouping & KFFER
ERRPBEING,

fEESZBRDIRA > b

BT ORRY - BRABRSFWHEEIRLEE,
HREZ D OMBENDENHROKRE L VY MIE
5,
BEZFEEEROPNIEIZHESSICHELRD D
Kb, BELRefENECERAE L 2 HEEM
(CMT I E) @ k8D Fid PMP-22 Bz F D EE
(duplication) THh 5, BT ZER & L 72 FISH

638

BECEETEDR VEARE (CMTI A B) OREE
LN TE 5D,

Z PMP-22 BIZTOEBEUACTIE, FiEHRMENEE
ZBRZ & 5 Y DTld PMP-22 &{5F & MPZ &fz
T, X Q0B EER L 50 TIEa R+
VU BEFOFNFNEEREERSEENS
vV, WERHEBEFIL LTWAREERICKEEL TOEE
FREFWLE,

I FR DS OBETFEE IED TH.,

ERTARERBEERNORA B
BIFETEOREMREEZEIITRTEN oS L
%5,

FhEiEE SIDP)  BiREE TR

Uﬂ?%ﬁ#ﬂ %m%a@tﬁ FIEFED RN,
MRCERETOEET O Y 7 OFER EDERND
KA Vb, Lal, BEIEEETETEE oy
7 DHEHLHNPTHEWCIDP H LIZLIEH D, ERNCE
BTbZEidBLL kv,

BERRLEHEEE  BEEPSLVOTERHEIZEL
TE»RIEE S 2WERDO—D, HERFENEEE
THHEMPIEEICEL 2 LIS LIEFEET 5.
EHIC 75 GEE 10 DL L) HERBEREESZIE
BORIMDEREA > + 7575, HRHEREEZL
£ DHERERENM L, HEW HHETLIE
FLTEETAZ NS, BE, ByHELE
RBTEELR EOHBRMEEEOFELER &K
4> b,

EHEDERODDIFVNEERF DI &

CMT & CIDP i LIZLIZERICERT 5, F72,
CMT # & & LT CIDP DFEENFERL TWAHIE
PIbMESN TS, EHRELRSES, —ERES
FEEBIEREATOA N, IVIG 2 E) 245
CLERZEBTAILOREROBEE TIREE,

FiYIEOESE
BSERERICEEICRAEREH D,
T RUED—DODHRIC R S,
B b BEROL W PMP-22 BZFEETIX, EE
BlE DD EERERFADIZ) NERETHDL I DS
Wy,

Rt S

BEHEQHORE - LB
BEANICIBRETHEORBTH 528, BALE
DFIEZEDITE A LIZHBEIZE S T THEHHE

_25_



TR TFROBEELELLR W,
HIED L, BBELEREROEROBES A
~1Z CMT UAANDBEZOEM(RER ) %2

THBICIXEZ DML HRFENDEICELLD

SETYRAY b - AE

HCHET S s BERER v, BRI
LSBT 50T, BTHRERDESCHE
TR VABEER L O IZLAREONELE

PP BEREO CMTIA KR LTI, o4
7O vERERPEYI VCOESREYTH S

s HEYH D, bbb PMP-22 DFHEWZ
LEHERPD B,

THEH>THBLERIUIDTE

CMT BB RIS REEE AT 2B (e
o N AFV)RERALLE, 2a—uF—0a
ELELRRT I EFNEHBE SR TS,
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Eof Fo - NL—fEREE

1. EBEICOWT

£5 Y NL—IERBHZRIE 2 ~ 4 BUAICERO Y — 2 2 Eh % 5 BEEOREBETRL,
Z D% 5 < b LERRIZER, 70-80%DEMIZ 6~ 12 7 BLINICERT 5 L0 5 HME L
De TORD, BREVAREEEEEONRICL S C LIGEREL, EEREES 0%
2HELMD LED, HARATOEMBESEREIHER 1 ~ 2/ A0 100,000 A&ENTED, T
DEFRE L A LEED R, BEOXED 5 OMEDHFLES THUL T3 (16-1.8/ A
7 100,000 A, FEt-%id 2.6%)

EHICbizo TRA—OFETET Y « N\L—ERBO BER OB #EII IR L2
F— i3 7, Alshekhlee 5 & 2000-2004 DERIRERRBEEIERAS LWMEL TV 5,
B LTz, BAVEINLE LSRN E S TH 5,

2. EDLSLGEMBEHNETEINTLSD

21 UM
211 T7—ANSA U DRE
a7y yREREEE (VIg LmikEEE (Plasmapheresis, PP) O 2 D87 7 —
AFSAVDORBE LUTHIL TS, CO2D0EMECHEERZR RV, BREENEET
BHRREELREE LENT e RN Vg MBIRENZ T EME A>TV D, MEDH
A &5 EFEERHRITT,
(1) fprn7rKE#EIRE (Vig)
BN m Y 1 @A) FT Y AL—ERBICRRBIOOS BME—OE P T
VEEITH B, 400mg/ (KE kg/ H, 5 HREERE, | BB 4~ 6 KNI T - DEET 5,
R BRETHEOBHEEORV 36 XEH (fRE 60kg) TFG (Hughes O functional
grade) (& 113 4, BHEE(04 X 60 = 24g/ H)DF/ 7Y % 5 BRES TIRE L.
< fEF 2 RIELVI HBO 7T REN (KE 70k TFG5 ®EMEHNBHY, HHAMMENRA
HEROEORED D, BEFTHLY, MREOCHTELERL, MIFMHHEE
OLREPRTAEENSEE (04 X 1/2 X 70 = 14g/ B) ©F/u7 ) > 5 HE
#5 & +437x hydration 217 7z,

249
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# 1 Hughes @ functional grade (Hughes RAC Lancet 2(8093) 750-753, 1978)

Grade 0O E#

1 B ERIEIR D 5

2 HTER, TR FNICHET 335U T 5m OBITHATEE
3 HITE8, FhEEELNBNE 5m OBITHFTRE
4

5

Ny FEHBVRERFACRE GHNH->TE Sm OBITHARE)
NS EY B

FEL

2) ML
MRELEED S 5, KRR EEERIC X O BRMENHE S TV 2 O B s g
# (PE) OHTH 5,
BB (7 V7 2 VB (mAEALEE 40mL/ A E kg/ BITRRE 28, ZEIEMFGC4 LIE)
TEMEHE 4 B, NEMFELREDO 5% F7IVT IV TEEET S,
- FEF 3 RIE6 HEOAMHKED A 22 it (K& 50kg) TFG3, MAENEE 40 X
50 = 2000 ml/ ET, FEH 2 BOBMMEHREIT >/, KE®REL FT7ILT 3
YTE# L
CRER 4 FIE S HEOAHHEROE Y 56 B (kE 60kg) TFG5, BEMITH B2
MmAFAEEE 40 X 60 = 2400 ml/ BT, PREE 4 BORMMIPLHEEIT 72,
PRSI PV T IV TERL,
_EEEaEE (DFPP), fElEEE (APP) L EBROBEOE TRERTh TN %, PE
EHE U THEMEICER RV EEZ LN TWAD, SHPICED  HHBSHRHRIC X 2 EHHHED
BEEE TN TR,

212 AV RZAVDRE

FS e NL—ERBICHT S BEENEDTHH DR, REMOH 5 GEMFE3E
L) IKIREENB, LER-T, 5BBETT7—A LIV ORBEER S b & 1
XN, REORMIRABINEIS & 4 SEHRBICD o TV, ¥z, T77—AFS5AY
D2 DL RCTICK BTV ADH HEEEIZER . LA -7, REMEL L TEHY
R4V, F—RS1 VOBBENS & DRARERICIZEELRL,

BEDT 7 —A k54 VBT BLENE, ¥5 AL EREEERORRICRLES
EPN TV EERZEBREERT O FThol, SUAOBRHOER, HAROREIEES
BRIOES Y, BBIRIES (AFVTLR-VOY) TREBEEL LV ERIETVS 7,
BAMIC A7 04 REBBEEAECRBERTH S, Vg DATHA K - JOLLEED LF
B, AL CIRERLNEL L L OBRICE > T3,
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213 REBHAOWERZ SEHEEE
(1) BIHTHLT

FEUNEERREDMEACHRAD T LEH TRV, BB TR, BEHEICA -
TUHE, MEBLECH > TRVWEAZEETZCLEEL, UNEUTF—y 3 v ORELEER
FIcmD D B

FAT UL RRIEREFE oFv=r 3T 53 TE

T A A #7% 600 ~ 1200mg 4 3
77 L b= 300~600mgsr3 &

D D FUT5 /=) 30~60mg43 &

FEHOBNEFORE, AFNVTLEZVuro Vg (1g/ 8, 3B/ »Ehd 58
ERDB. AEHROREMZEEZHR I EHEBENROEREEZLNBD, RCTIC
BESKLETVANH B DT TRV,

(2) FECBEARIUASAEICT LT

TSR MARIC R T BIEEIEF T « NL—ERBOEELFERO—DTH Y, BHE

FREBI TR FHRIELETH S, BEA Py F U FBERICINZ TROE~ S VETERTY,
KBNS Y (R AR Y) 5,000 BT FE, LR 8 ~ 12 REf&IC 2,500 ~
5,000 BfIRE T

2.2 IgMEHA

cHEH, LUNWEBFIONT ZERENERTH %,
FERTOA FRERERE oFv=ry 3T 43 xE
MTAMMAZE #3600 ~ 1200mg 77 3

FHLR—)L 300 ~600mg 53 %Y

mo D% TR/ —)V 30~60mg 3 K&

BEER S JTBMROBEZETIBRENRFIZNE D, BEENSLHEES CEM ARSI E
LWV TEV,

3. B CORIGAEOIRRIL?

HEADRKREZ<EDLIRV, BATHCRIBERDOBRERL LTELEbhTw33a7:
JIVEEET 2 FV & IVIg OFFRIE, Vg B LB LU TEERNREASONEN - DR
BgEThTs Y,
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4. BREOHERIL?

SHET 7 — A NS4 D 2 REENHEILL, AIHEICHT 2NRIEA THRIETR - £&
FHRELBREICHELTVAY, EETRLRVATRVENIOPRRTH S,

41 B

KEMOPEEE L THEERY BT BROEBLERENT VA, K 20%DEH T
ENOBBEFXEL, TOXHIERFEEBIBELTIRCEEOREREZ 4518735
LICTE B, 575 5%ANDFELRIH D, WMIIEREZHEL T 2EEFTOFRCRIFICH
(12-20%) *, BEETH - RUBRICEICHE S EAHROMBENFNS,

42 &2t

421 fegrno7rRERIREE (Vig)

- L ORIFRIZRA, BE, BEEREOBMHO—BEOLDTHD, BEFNICRERICH
ZBEYITH B, Mk BRIE, 7F 74 5F > —avlixEOERBREFRMNDEHRZ
MOWEINT NS,

L Eo TLMEMEITH %, HIV, HBY, HCV ZECHHMOBREICH L TEREZRAY
Y-V MTohTED, BEOFEREZIZIF 0ICGENWEZEZTIWVD, KAIDBRRE
UAZICBL TREET BRI ZF 2 H0,

422 MAEFCECE

- HNERERVS D, DIEROEMHEEET 2 REPERE, NATREETHITAE
ENns, HiUC KB EHHE EET, SIRMRE, FRESR BRERC,

- BEGEE LT b VT I VERIEAVREEE, Vig LRROMEEE L LTOY X7
BEFET %o

5. S®REDESLHLEALMLLL,

BV B KO EED ONROBVIEY., BERETHRIFECEONUEL, BETROU
ED2HETHB, AMHORETNLERICRE T, £, EEMCERMNICANLHN
BUEEMAENC L EBIRT S L, HT LERORETHZLEMIITV,

ERBIC RV A MREEERET Y. BOETHZTENEELL,
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6. FEARMEDRMR

Eculizumab 3#¥RAHED C51cdd 2 MEE/ Y a—FUHkTH Y, C5a & C5b-9 D
WRETR Y 7T BERERD, MENTEEOREE / BRMENT SV - NL—ERBEOR
fE, & ICRERPICECEDD A TV B L S REETHT 3 REMTERRNTED ),
eculizumab [ SMATAEEDOBHOT L DOL LTAEEEATVS 7,

Z O, F7V - NL—ERBEOEBRICREL 2 HRAEN L LTRSDELTARSNELD
3. BUHOEMRFELE LT3, REACRENRGREREOBECCHAEhEI LanTy
BEBEMENEA (72 & 213 natalizumab, alemtuzumab, rituximab 7 &) 7%, 18O Z
N UTIREMZRBEICHRPBRENSEY (& 213 Rho kinase AR &) H%FHN 3,
SHBOAD) —ZV FITHE LIV,

7. BEINARMOTOT I EA—H—DEE

SURICADGREY, BERICEERZBET 25, ONANLENTNS, TT2HEDH
RII2{Bhok7 Tu—FRpnELEZ NS,

FIU e NU—TEREOZEISEBAFR L8, EREEENMREREGL RSN, @40
HREABIEMORRICIKET 5 L TANKEV, AT, REEENZMERZN~Y—h—DmE
FEVEET 2DITRAEVS, HRENoWRANEERET 2 HREICEBHBEDE 5D
ENHD, LIEEDoT, BHRBRZITI BRI, ERERCHERTZHEZLD 308OR%E - K
BUCFRREL T, BRICIFIY NL—ERETHIBEOLENGR LTS CGEFSY - NL—iF
ERFOTERR) HMEORVIEREZBET 2BNSMRENL LICHETH S, e, EKEMNZNE
W& BTV, BRREVOMBER 2 & DY T ) — T 33 T R E S DR D IRE & 7% B (%
BT B HEND A 5,
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