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demyelinating 101 (46%)
axonal 35 (16%)
equivocal 67 (30%)
normal 17 (8%)
inexcitable 1 (<1%)

(Hadden et al 1998)
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254 (69%)
10 (3%)
84 (23%)

9(2%)
12 (3%)

Haddenb D#ER S &VYaxonal (BHER) DEEXIEEIC
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—BAEOEE - REF R OBRR—

FERADERE - REEAN10FAN)
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BRE REFE FRE REFE BRE REFE
0.23 0.06 217 0.54 1.90 0.47
B 0.22 0.05 2.76 0.66 2.40 0.57
gog o3 0.24 0.08 1.61 0.42 1.43 0.38
FEhE Fr E IEEEEERKOODSSNDZEIL
(n=330) P<0.0001
(N) I
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ODSS: overall disability sum score (0-13)

- 2EEFFE (2004-20055, XF222848H5R) IZLAEHRZRIT. A D105 A
IZ2X1.90 A, BIERIF0.47 A,

- BN (153 BIEIZ B D ERBEMZE (B &) 131.71: 1, /MR (S 158%) 1%
0.92:1, B FFRER RNOITF I E R D72 B A,

© WERYRIEFENT53.9 1945, R ERE (FIE=1)1%3.0+4.0[F,
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\ —aX|c neu /c?pathy

- EEBIKFRE Guillain-BarrsE & B (GBS) (MEMESABEHRD=—2—DO/8F—) : 3654
* Acute sensory ataxic neuropathy (REHEELAEETE=22—0/8F—) 1254
HEEE (FATEREIR, ORER, FEHBRSEE - FE, A0 MaERE
1: \

HGQ1b, FIGD1bHEK, R EBHF)
AEEE GEFXRHEGBSH, HEARKEOSHIEE, EEOEHHRE~DERFIAZL

EBRFAEIGBS E, REMIER K% BT D AMRE M
=2 =BT —LDEIZEWT, BRECAE 2R RIS

BLREL, IO DR BB THIZ LN RSN, EB
Kz FE R EL7-acute ataxic neuropathy &\ ) UNE-DDPE B B

(L CALEM T DAL,

Acute ataxic neuropathy i, AT OEER )5, GBSO EEA!
H LITFishe EfEREDO R SR LTI 2 BT,
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Table. Clinical profiles of patients with acute sensory neuropathy

Total Pure ASN AASN FDP
n =80 n=>53 n=16 ‘n=11
Median age (range) 37 (8-84) 41 (8-84) 52 (16-73) 32 (21-72)
Sex (M/F) 46/34 29/24 9/7 8/3
Antecedent infectious illness n (%) n (%) n (%) “n (%)
Upper respiratory tract infection 43 (54) 20 (40) 4 (25) 7 (64)
Diarrhea 10 (13) 6 (11) 4 (25) 0 (0)
Neurological findings
Facial nerve palsy 18 (23) 7 (13) 00 11 (100)
Tendon reflex absent or decreased 61 (76) 40 (75) 14 (88) 7 (64)
Autonomic failure 11 (14) 0(0) 11 (100) 0 (0)
Sensory loss
Dysaesthesia 80 (100) 53 (100) 16 (100) 11 (100)
Touch 34 (43) 23 (43) 8 (50) 327
Vibration, position 31 (39) 21 (40) 7 (44) 327
Labolatory findings
Anti-ganglioside antibody positive 5 (6) 4 (8) 0 (0) 19
CSF albuminocytological dissociation 49 (61) 32 (60) 10 (63) 7 (64)
Nerve conduction study abnormality 48 (60) 34 (64) 10 (63) 4 (36)
Treatment
IVIG 25 (31) 14 (26) 6 (38) 5 (45)
Steroid 21 (26) - 13(25) 6 (38) 327)

Pure ASN = Pure acute sensory neuropathy (Hf@ﬁ*ﬁ‘xd)ﬂﬂﬁg)
AASN = Acute autonomic and sensory neuropathy (PHfXEEMFBEMBEOREE
FDP = Facial diplegia and paresthesias (.ﬂi@ﬁ@‘f‘x&ﬁﬁ’ IBEEE AR DEE)

AMEICUEORRE %A&wéurﬁs,uﬁr — a2 —1/3F— (ASN)
sofﬂ%f@aﬁbh ASN:t ERGERGEDSEATL, BERE BB fREES
2 HbNBIELY, B O AE FHILEEF DFIEICB S L THH T L
HERIS T,

ASNIFBEEINT R CTHETALE3DIIHITON=. AASNIT, S
FRE C ERERGL N D72, FDPIL, BERETLER )é‘,._,\ﬁ“ﬁx&y\‘_
RGBT,
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CD1 S FIX Teell ITIEEHRFEZRRTS
— HERENBIANE I DIIHETATFREED Y

IGenotype (Japanese Our data) |Genotype (Ttalian Christina M C. et al)

Number of subjects (%) Number of subjects (%)

01/01  01/02 02/02 01/01 01/02 02/02
CD1A
GBS 2 (6%) 11(31%) 22(63%) |2 B%) 5 (8%) 58 (89%)
Controls 3 (8%) 13(36%) 20(56%) |0 (0%  23(28%) 77 (T7%)
CD1E :
GBS 6 (17%) 18 (51%) 11(31%) [36 (55%) 23 (36%) 6 (9%)
Controls 5 (14%) 17 (47%) 14 (39%) |34 (84%) 54 (54%) 12 (12%)

CD1 Bz F+LEEUIANBEEZNRH Y . Bz cx 20
SEIOFRRNHIX GBS IZ2 VLT W ED 1 EETFRIgEE X T
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Anti-GM1b IgG Ab

Complex _
formation N E3M1b epitope ‘

M1-like GD1a-like
G ike 163

J'Y~\ \(),\\

Anti-GM1 IgG Ab Anti-GD1a IgG Ab
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LOSIZE->TELEENDD TIF2<, GM1EGD1aELOSE MM E A %
LT DT ETOMIbEEE L T AEENH - IT/EV IS, “hic foC
F M IZHIGMIbFL AN EASNA L E L SN -,
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Highly specialized nature of endothelial cells constituting
the blood-nerve barrier

Rat
a b PnMECs

cerebrum
RT .
occludin

claudin-5 =
7.0-1

GLUT-1
4Fhce

LAT-1

Mdrla
Mrpl

a. Peripheral nerve microvascular endothelial cells forming blood-nerve barrier

b. PnMEC:s express tight junctional molecules and diverse transporters.

1

2.

ARERE TV THIRN VAV == 7T v R )hsbperipheral nerve

microvascular endothelial cells (PnMECs)Z EEEf1 7=,

RO 7-PnMECsiZoccludin, claudin-5, ZO-172 & Dtight junction 1
MO FEHEBL, BVWESETELZELTEY, U7 —HEEs{E
FLQ\ .

ZAIVHDOPNMECsiY, HLEAKBI P 28 595 I8 PN R AR TR e
TNDESNDTE L DIT AR —F—ERBE L T e, LRI 2
) =R LTCRIBFHER TORBYESSEY R E OB~ DB DR
B A IR AR BEFI 2B T TN CONB D LS R S 7.
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1. RIEMRENEICRITAMRIBEEDR BT -8, FIYHRESE
BEOFHEHESNL, BRICHANDEEEOITAZ L BERELT, B
DERE N COBRFIEITo7z.

2.  FRRAEEZ RS RIS E Ch A B ARE TR L BE M 22 AR iR 4
(CIDP) EW\o Ttk = o — X F— 2B W TCIE, SRR S R
R, MRIEHHOEH T, ZE2bNRBBERLITHO—FELLTED THS
RREMED DY, SR DOEFDOERBIVNELEbNT-.
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CIDP D %514
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; 33%
L %&ﬁwnlé
& o SEP 1/13 (8%)
67% - MEP 4/13 (31%)
*fx Z FE B Dovoid lesionFE D wr
BRI RACRIE S 1 5 MR 2 By
LOEEIBFIDOHTH 1= 2=BENIRI 0/18 (0%)

1. BARANTHEERNFRMHREESGECIDPIZTEINL T,
2. FARMERE A OFCIDPIZ BRI, IEHFMECMAPH A ZIZEL,

BHREE NMED o T,
3. HiXARAEFFCIDPIL, B2 B CHSREENE N2,
IVIGD D v,
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VIg R R

CyA 200 mg/day i

Apheresis  Auto-PBSCT
L.

Cyclophosphamide (200 mg/ke) I
7 90
2501 _80
i :
Total protein 20 ; NDS PUR—— - "
in CSF & ......................
IgM in serum]50 TP in CSF s :
..... :
1 00 T e | 30
o IgM in serum : =1 20
(mg/dl) E :
1 | l l NDS
5 i | |
(mOnth S)

1. BIENLR B AR CIDPEEIS TS 7R A7 73
NREFE+ B ORI MEEBE LT o7,

2. MATR1IFEERB L., IVIgDETHEEICE/MIZRON
TUVRWY, F72. neurological disability score (NDS)/T:
BEAVEEIZH D,
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LTENTHAN, BEEEEOFEELLHEINS
ERIARZN R L Z S ICEIZED £ EISICHOWTITEE
ICHRET T DU ERHD,
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L1 DM
4 HPM

z T._] LL EnG.

MIP-1a MIP-18 TARC eotaxin

Chemokine=2 &K 5 14 1% i fn 44

(pg/mg) * P<0.01
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RANTES

Chemokine= B[54 #HRD
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0 Normal
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