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Diagnosis and Management of Immune-mediated Neuropathies

Sung-Tsang Hsieh

Abstract- Immune-mediate neuropathies, or inflammatory neuropathies are neuropathies due to the dysreg-
ulation of the immune system. The injury to peripheral nerves can be divided into two phases: an early stage
of immune injury, and a later stage of structural damage. The overall effects are axonal degeneration or
demyelination depending on the target of immunological attacks. According to time course, there are two
major types: Guillain-Barré syndrome (GBS) and chronic inflammatory demyelinating polyneuropathy
(CIDP). Clinical manifestations of both diseases include progressive motor weakness and sensory distur-
bance with some variations among different patients. The major findings of nerve conduction studies on
GBS patients are prolonged distal motor latencies and minimal F-wave latencies with variable reduction of
nerve conduction velocities. In CIDP patients, slowed nerve conduction velocities are the usual findings in
addition to prolongation of distal motor latencies and minimal F-wave latencies. Certain subtypes of
immune-mediated neuropathies are associated with high titers of anti-gangliosdie antibodies. Patients with
GBS and CIDP can benefit from immunotherapy. For GBS, plasma exchange and intravenous immunoglob-
ulin (IVIG) are equally effective in reducing complications and neurological disability. Steroid of high dose
is, however, harmful to GBS. Plasma exchange and IVIG can alleviate neurological deficits of CIDP with
steroid to maintain the effects of plasma exchange and IVIG. In conclusion, careful clinical observations
and judgment are the most important issue to manage patients with immune-mediated neuropathies.
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% oA b % g (immune-mediated neuropathy ) & % & 25 % A4 48 % & (inflammatory
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PRI P FAEM AR K ho Mk BIR - B tafg F692 0 o ML A HEF éa\ﬁUt‘sJﬁ £
(immune |njury) e MRS E (structural injury ) G o 3 AR RE B BT 250 R 894845 o B A %

TR AR L8 SRR 5 B MAbag AR ¥ (Guillain-Barré syndrome s GBS) $21% 1 i1 55 3 M Ad 48
%k (chronlc mflammatory demyelinating polyneuropathy > CIDP) - g% & - » GBS % CIDP 3 %
AR AL BIT I G E A BE RS TR A > A6 ZIRE PIA EREE o ARk
& » GBS vlig sgpnkat 2 F-wave okt & & £ ; CIDP #yig s nd st & ~ F-wave ¥ 2 &
B A 2% ik JE TS o SRIEM B 6GAT » 203, Sk HH R me A5 K 4152 (anti-ganglioside antibodies )
RRBFRR B ERAEH o 7 GBS » M489 FIE 6K TAEERE R ~ R VH HE 0
O 835 B &Hre s ; 304 %98 3k & g (intravenous immunoglobulin » IVIG) gz ¢ 4 57 3
F A B e fksk > Bl FHMEE H GBS 696 ks s o #5HCIDP 6936 % » o i KA IVIG &

BT gAY Q<<<i1ék% & CIDP &4 %, 2 Mg s £ 4 169 > oL méi)ﬂ BB R R o BEA
AP LRI G B9 E A AR B AP > AR AH B W IR R A E 69 % 5 Rk GBS &,
CIDP #p-& %28 > M k8 —%% > TREKREMLS 4’?&&%}% FE 0G5 > R AgAsk R EER
Frit o em ey B AL B BT ST % SRR AY 80 W 8 PE—IRAE o

BT : B AVARAR 3 o R BLARRY MEAYAE K > IR ES R RRE G ﬁ%xﬁ’ﬁl%’ﬁ
B R BAL > MK > AR ERE S RBEBEEHRAE P RAEVEGHHERE >
Guillain-Barré s/ndrome > Miller Fisher syndrome
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T S A 18 — R AR IEZE WY B JES AR
A senn BUA] DUGE 22 @ E e 0 58 RIRER - Al
R s (immune-mediated neuropathy ) B fHEE 28
AU %8 (inflammatory neuropathy ) F{X2e6 »
8 AR R IS I IS R R E (R R
AR ) o B e - FE A e
ST B R JE B RS RAEY 5 R ol R RE A5
Z AR > WK ER ~ BRI RS 0 S g
FHRG [RIRSF g BUE A AR 3= (cytokines) - AHIARR
FERT R E R (cytokine storm) » M ATHEME — A5
S o K I — BLERIR 22 B H1E e H T A e s
g o a5 38 R KRS T A R ek i
& R RIS » LAy BRI ¢ SR RS G
% (immune injury ) > 7EICEA > FHFSHELS WTHERE HRRE
% (functional injury) » &5 HIRFERRE THIRIE S 5
#RF (proinflammatory molecules) » i #SHlEE K #5
i (myelin sheath) BS998R DRI 5E - fHIRER
AHEARE 5 5B T WIEAT G S (structural injury ) -
ICIRE - S8 fe 8% 2 I 2 BRI 75 K MR B A1 8
A B AT IR R R & o v Gl (A R a
WE) & RS E— D p RS > HIEE BLICRE
(Wallerian-like degeneration) » — H 175 kb —F%
E% > R8T Reny [al 18 BN (048 i 142 (nerve
regeneration ) o fff HIIJES (FFSHY B AEE nTRERY - {BAE
— R 5% 2 M S AN 3 3R BRI R IR - AT e
JR 3t 45 1% B T B B o A RS AR BB IR A A
1y - & FEH EREE R AR - 1F B A KA B
FEAETE ORI T > AMR]1F 28 — ) > RIS JUIRE B e
HE—GE - RAHER BANR B o
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R 2 Gy AU S T T URIR AR o R s 14
R & (acute inflammatory polyradiculoneuritis)
ElGuillain-Barré syndrome (GBS) il 1S4 i #ait:
8 % (chronic inflammatory demyelinating polyneu-
ropathy » CIDP) : Hil £ /& AR TEFE 16 HH B2 i
PHAR » /A PUE (—AEERGEA ) - & F R AR
FH R B T GELL | > B E(EE - wEE
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BHIRE - @ MK IRIE AR Rl 28T » BB B
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nostic criteria) - 7EERR G L > LR R ARy
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b R Rl A WEAT  vE R G B A iR B i
PR ZRE e i A LSty oo B8 - SRTI Hovi G R R i
il > V5 RIERL Uy P EE - A0 nE g RS A 1 R 28
(subacute inflammatory demyelinating polyneuropathy,
SIDP) @ Jz % Jodt- AU sl #ie 4  (multifocal motor
neuropathy » MMN ) © o 33 SR bR2E H AT AR {E H
HIERER 77 8 » B R IR5C K L > (B IR HERR A

i GBS J CIDP » HA #5 2 — MR Ei
(diagnosis by exclusion) » JTBI{ERG R BB ik sk
FHHEHR 2 B RBE - BEER HoR e X B R 3 1 Ry 0 9%
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DU AE 2 B AR e LLSY » B2 ffe 2 4 47 (definite
case) - {hSRZATVEE IR SRR - 22 B E IS 0F
% B IR SRR T RE » 40 CIDP BYSR 61w LU
POEMS (polyneuropathy » organomegaly -
endocrinopathy »+ M-protein » skin hyperpigmentation )
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AR H 380 (underlying disease) MNLAVERE » 75
HIEV ARG © (8tL B R B GBS J CIDP B HTZ
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REREE > WIIRAE 1~2 2N - HERILIBTTE
> FFs GBS s 5 (GBS variants) - HAij LAl
GBS fy+& HEREAL > fudh (1) BRAYARREENR Y (acute
inflammatory demyelinating polyneuropathy s AIDP) »
(2) EdHH e fze R LA (acute motor axonal neu-
ropathy * AMAN )  #IRIRF& OF GRGEMTHGERIE »
HIFE Fo e B iGR kA8 (acute motor and sensory
axonal neuropathy * AMSAN) & (3) MFS »

1960 A LU WO &4E 38 R s Al A b9t > 3%
B GBS B A S AR BRI 2L PR LARERS
AIDP ° 1980 A LA% » 3B/ BUE E Ak fE 0y fih
el b - FE LI BEER VT LA BH - 0 AMAN &
AMSAN rafl & fdnm AU A SRR - fEas e A R
TNE s —H&T = >90% & AIDP » AMAN F AMSAN
13 5 2 EGHRE<5% » 3177 AR MFS LT 8075 77 A BS
% > WMEIE AR B R IKR I Z B5R > B KR
WSCHIEEE - GBS WyE A s i Bisg b » {h2 LA
AIDP £574 > U s s A B qile R LAY et il
ANF] - T EHLIK ES iR AR - — B3R AMAN
B T RPIEE

CIDP pii 20T LL4r A snsgetd 8842 (% i b
(progressive type ) » s HEL (stepwise type)
B B (relapsing) s H A% fRE 86 un Ry » bff
TR HF RO R R - {8 7] LUK [RH
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type) ~ ¥TimAY (proximal type) 0 s HHi{HIR 1%
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GBS & CIDP #if& B & Hith & 4% REH L R
A o JRHIE GBS & LIRS Be AR F5 = 3 4
ReIfn — e iz (blood-nerve barrier ) B » R
TR A BE A (A I R BCHARE « R T IR AR R

i. GBS £ CIDP RYLE#R

GBS CIDP
FRARTR IR
R 48A KiBE
BUREIAEAR B HED
ALPE ) FEEAR =]
[ER TS R EERE D
IR I8 i D)
REIE R EERE BI&R
SRS EERE A~ B3EA
SRS E
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PR RS BI&RIE = BRI R
RIS T EERE TE EELS
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BES - BEER EREH rriEt
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&8sz iz =L B
% EIREE =L B
*a[EEE =W E=SES
o2 N IR HEW B WE)EE

F-wave &I LR - FHETRY » fHESE SR Y R
AT HBARE® - CIDP HIl 28 5814 1) BRfE 8
B ML > KRR TBIRE ~ F-wave TBIRE SRS (e
LR R N - B TRAGRY o ER - SR A AR
PR B EE R o AR R (R ARl L - KL A
A PSS (S A A s IRIRE - R AR IR PRIR e — 2 2
LI g - Rl 20 B e B imd iy g 8 Lt
1 b~ T BRRAE G AHE o R A L Lm0
i (pharyngeal-brachial palsy » PCB) ® » mJfgH
RS > SR TIEHE Y k(8 A A A e
PR S 8 L > IR LU A By e (Rt
VB > JREEA W] LAGSTHARY SAEE ~ MermRses ) » (] LLA
Bl FEVE SR AU 5 - T A OB U] ATa e -

GBS f#j AIDP &iiftll Eil CIDP £515 5% ¢ 5 s sah
b - IR EHEH & H 7T HE S e - ol —
AR OE > Bt B MMNDTEE R HELE - B
B T MM DIRER T ~ =AM T M DREdE R ~ B
itk AARETS 1L ~ R IRIEE 1Y o0 vl - 38 SE B I S Rk
RS E - (B2 R EAEEds - Jl—ERA
E AT HURTE SRR E E A0 Po J2 P > A] LIfEBN &
Baid pER(LL GBS By RIS > i £ B T A i M
4 (experimenta allergic neuritis » EAN ) o
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RS > FHED Bind by B > MRSl R
L timEs R RE > 2R T ST B A8 Lo 173 80 - BE R
iz b B IS > LIRS BIEE BRI RS > 2
Bl T2 > {HREE THIE AMAN PR BRI o FE
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[[] - BRI 1S SRR ER i g T - B T B
[ GBS Jc CIDP HYJiR FRBFZE A SRR » bR TE#HY
i BEEA 2 oL > [R5 BRPR b ANBH B 0 s i
ZERAL © /i AIDP K CIDP {# » il fzfs |2 f&
B s 25 3 BHEERY » FERIE 7 AIDP &
G o RSk 1 B R R B AR A B > B
AIDP J¢ CIDP #f15 tifS #En s BN AR
TR FH BREUE - WESRAE N B R 1 #B7] RE
215 RIS 8 2R W - B IR2IEIE W EE -

bE 2 A S SRR ER Y S D > B BN R BB oy
G E Y o S o 1) S R BN R B o B AR
LA Po B¢ P & RILIAEE B B35 EAN » ZR TGS
90% LA I GBS ) AIDP » H i} N4 f& fr] fl i
JRPT &R - B 5 Bl L r) AMAN > B LIg$ 37T 78
Rl 72 ~ PR IR E 1 RE - AEUER GML §i48
(GM1 Zfizefi - rolEls &) » 1 GM1 Bz figith
iR #% B ( Campylobactor jejuni) HJ g % [ 28
(lipopolysaccharide » LPS) f#ifi f#FH{LL » K] AT /4%
IR§ - 48 A BUERY) JTAEIE] IR 7T BORR il 22 > SRS
% M HEEE (molecular mimicry ) ©

BENE B S EH MR Ek » BHE
GM1 ~GM2 ~GDl1la~GD1lb ~GTla~GT1b ~
GQla ~GQ1b 5 » H Al A5 L ¥ 18 L [EHE E 1Y
P B o A o R s g on AU ERECY > 40 MFS B
GQ1b i - PCB £ GTla HR » 3t i IR
&% % (acute sensory ataxic neuropathy ) Ei GD1b
B > MMN EZ5{E GM1 G#f - X &R TEERE
LS AR AR B (LIRS > 2IAK LA GM L [& 4
MMN i~ 38 B KT U s B T 157 (motor
neuron disease » lower motor neuron type) - ZEEERY
& 0 B S L B AT ST & o AR RS
R > Flld GML $T8ssE > T amBud s s —1t
TG > DL 2 VRS2l > A oiRE s BE L
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T AN i RSk 24 A AU Y FIET - BRIR B IVE R E
2 - UIR LI Ehe e AR ERIR AT o

CIDP fy% 2t » bR 7 K585 POEMS & » 1
fp B BLAR A (plasma cell ) K& BLE B EH
(monoclonal protein) HEAYF 5 [FEE 1 CIDP By HK
AR EINAYE TR BV ERE S > 15—
/NSy CIDP B3 S B A H PR HE O Po 1YL
#5897 > B a8 —HF CIDP i A BB A mTRe S
AMAN Z 53 FHEABEER PR EL s $ 2 HAth CIDP &
o PUR RN B R SR AT o BE 0 15 Ay BER SR
(IHRER o B S 8 25 B setE iy > SRTRE
H RN R EOMERENEDRE > PURNHEE B
WEE » —HYUFEHEE » FEEEV R TIEE
1F > T ANBDREERET S — 1 ~ (MR LR R iaRE -
A LAY B RiFESE— R i Ial e o

AN
/a ==

B 1980 4 {{Ffah - A BRI GRS » FIE
GBS WA FELAMAE 2241 (plasma exchange) AJLLHS
FIHE PR o K] AR X e 22 B 251 R AR B
IR#A %% (randomized clinical trials) ° XI5 GBS /& —
BRI U R - —E ) (10~20% ) /Y GBS
FEE W HE B IR - P LARRIRE ey B fOAER T
fifg > BLCTRRR ARG ERE T (1) IO RIESHIE
EbE B (2) WY BEGFE (A= I8/ 8
EIER ) AURREs - (3) JBD Big AV FE BhkE
Bt o BZEBIEIN > R H makaiy (R4
K~ R RIE B IR AT & S B E A RIS MK )
> kb IR B v (Vs3UR T BARE (R ACR & — HLE
FAWPIR 85 - 0575 0F 300 28 > BTl PR 28 ) ISR ] 5
Ao BT LA o AR AZHARY FS ATIHE NG % 5 TR BRI
KBt &R & » — Ak ES » £ ANRER
B R AT BERE - BEZT - BRI AMmE
AZHH - AR BSOS - TEAE - SBE — BB A
EbE > KB HEFTERIREE - #2Tne T S0k 7
MAEA > 2 — B R - A R RIBH I E T
E > BEE LI EMERATS » HE V& E LR E
2% B REETE RAAT IRAIIRE - FEFESS JBRIIKI 5 -
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1990 F B » RIEIKEHFRIKE S (intra-
venous immunoglobulin s IVIG) 7|3 GBS 58RI
b FEERER AR AZHRE AR L » P LATE 1990 4
R > T 7B SR IVIG BN A ) iei
BURLLEE o ffEm2 (1) IVIG B AR A #ude sy i
¥ (2) IVIG B2 HFEACHAG FIRLEL IVIG B HEAC
eI 0 BEAr 5 [RIRF IR — RS - 7RI
Bl FANE ¥ GBS Wia B - H oA RIE - £
IE NSRS 18 GBS WIE & - AMER] LAGa T vt
i (1) RHEAER - (2) IVIG i A —BNw] -
RIS SR R IR S — AR R R
B EGGFEBURT AR - A — SRR R - A
et A — (R RR - A RN = AR
Bt - B3 a%ma TR a8 Lo 3 S A 1Y i PR B
FERE Bt AR E P -

CIDP fG i Paa 2 1970 A » {5 FHIAH [l
AI LS ERRE I > SR CIDP Ay EPRmEe £7
FEVERY - BRI 2 RS0 P RIS P et 52 %08 E
(oA B ~ KA~ 5 EHRRES ) - B 1980 14X
0 - PRI 22E (bt GBS HUREES » {5 M A i
@2 IVIG®® s fi & > CIDP Ay REEE ik #E
FRIRVE T > HR BASSOR B RS2 Y (E R AH D - (B2
B A AR IRF B IR+ SRTH CIDP RS PR 7
FEVERY » R A BRSO LRI (periodic)
Hfs FHIIER AZHAER IVIG - — %I S %7 6~12 #EhtiiT
— R o T RES APTREY AR AT E 5 55 — RIIHE
FREEA )T RAFMUIE A SR IVIG 1% » {s AR ]
W o FAEIE A LR & CEETE 1~1.5 mg/
Ko/day) - [R50 Faan bemst - i iR s ~ i
RIE ~THL B TH2 KA S BREA RS IR - 37
ZUE R SRS - (R S RIRF R » A AT REMIR T
JE R AYIRRE » BT (reset) TRyEiRRERY) Py
B o NE BHPHEE RS BE NMEEE 0 MER
Fifd o —H CIDP B3 A]LUERARMHIRGE » SHE FErY
HEFF) B (maintenance dose) BT LARRAE » 1R % i
SHCRAE] 2 9 EIVE A JReT LLSk = > IR tE 2 —JER
PUEL - TR - BE - KBHE S o KBy
CIDP & K A » FRRT LIS ERMERA5R > D
CIDP & fRIZE A E - 5 EE > JRE

PRI R > B ER IR R B R 2 - simT HRANTH
Bt ~ sE BRI (periodic prophylasis) FAIT A4S #48k
IVIG o ffr R RF5E CAD > BEEE S - B T
fafgk  fal A DR A RSE 2 (E A > ORI R AR E S
RS d 2R AL - T RIIBIE - A0RG AR > R AR
BERSERY TAE o [KILEL AL CIDP HJiE 5 » JTHE AT AT
4f o GBS IEM AR 2 2 R {LAE (multiple sclero-
sis) » JEFZF A2 (early intervention) f&—3K
[y o S A K A SR B - AIIRTLAE
FE #R A S IR > 40 cyclophosphamide ~
methotraxate ~ azathioprine %5 » {H32 tEr[REBIVER &
Ko NFERFHEAGE BRI -

G GBS B CIDP (935 5% » {Sf (K 58 225
Bk ARDIR B AEHE - 15 RIS E#5 L - GBS & CIDP
(P ESER 22 B 22 SR K > WA GEI i B HERE
R - (B RS RPEE Al AT LUK B I08 A 7 RH A EE ik
K WVE M R H L3R (sensory ataxia) 0 & T
TR ETIRE R

CIDP f35 WL /)i SR0Tm] RE A RIE] > AIRE
DIBETFHF) (manual muscle test) sl i {EERR R
W EUR B AT LAFF bRy BCIRE 75 2L 3 A 0 55 52 3R
f] o AR AR B E A4S - Fo R R B (index
movements) AT o

#a &8

O PEE AU RS A 11 32 V5 2 1R Bl Bk B
SRT P ATE RBAE [0 1E 5 A0S 32 % » i GBS 2K
CIDP # & ElERE (syndrome) > T IEEE 5005 » &%
B3 B A HE B8 B A A (R VRS BRUR AR A 1y 22
% > TRe LU EERIR 2 E o HERERURR IR BIZ2 s Al
Wl T iR P PR TR o A ) EE— (48 - B2 At
&R AL - G2 B AR I GBS B
CIDP » #S%5 fHf FH 28 [ LA LR R3O B R0 ~ 1R
HILFE ) —@n] LUS R BRI R -
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