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Abstract

Specific autoantibodies against paraprotein have previously been found in patients with autoim-
mune neuropathies. These specific antibodies have been associated with specific clinicopatholog-
ical features, distinct from the classical chronic inflammatory demyelinating polyradiculoneuro-
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pathy. These patients are now classified separately as autoimmune nodopathies (AN). Autoim-
mune nodopathies in children are poorly understood as a separate novel disease concept evolving
from chronic inflammatory demyelinating polyneuropathy. This study aimed to summarize the
clinical features of autoimmune nodopathies and the choice of a therapeutic regimen to improve
the understanding of their disease.
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1. 515

o 25 55 8 B I B0 1 B S PUAE ATUGR B — 408 BT A SRR E0, LI RARFAE R L)
&M RAETEZIRANF[1]. B AT O I PR AE 550 -5 18 1 S 11 Bt B 3 22 o 489 28 1) s AR P
AL FEFRIEE ) B TR R B S PR AT SR CIDP, H B A RE & AN B G R S 69T F 251545 2]
BT R R IR AP 2 25/ J Bl AP 28 2% 2 (Buropean Academy of Neurology/Peripheral Nerve Society, EAN/PNS)
CWIANGYT CIDP 48R AR ELLE S5 iR N S IMERHE T — Bz Wial, #ON “ 3 S Rtk 451y
W7 [3]e AL, AICEER H B S VE ST A R BT I R /L0977 RIG SRR ek e, B AE
XK TAER S5

2. MR RIS HMARES B EREMES TR

P 98 M R A P 22 2 M i AR A1 22995 (Chronic Inflammatory Demyelinating Polyradiculoneuropathy,
CIDP)j& — 28t S -5 B i v PR i e e 2205, I gk Jeas 8 I DA b, WIS A e A sk I
N PR AE SR BN . mom i R IEKC BRI AL R . O B R LA F 3 R S I R
AR, KB B IR TT A AL AHIE—/ N 5 & CIDP B35 i R I 1 T X 45 55 41 ARG I 207 (B ik
H M 1, Contactin-1 [CNTN1]) [4]. PIHZEHEH 155 (Neurofascin-155 [NF155]) [5]. Prizefi s (M5
1 1 (Contactin-Associated Protein 1 [Casprl]) [6]. PUMZ& A 74 140/186 (NF140/186) [71HIPifk. B
A X LR B B R IR RARIE: A R0 RO B E VR A i S R B sEss, JF BXd CIDP
VAT ROSAE,  JUHE ER kS 492 B3R 8 F (Intravenous Immunoglobulin, IVIG), F|2# B47 & 3 B
FIREA A, DAL 2021 EFNS/PNS $2UCKHIX Se iy 4408 « B & et B G IREE W 7, A B e TN
CIDP A2 574,

3. BERRtESTRARILE

ARFIFA R, A BELT e BEER PR PRI AL T DU REMOT T 1S KA AN e B e, EA R T, BEY
gigerhakas, RSN AL Al R DABRER U7 A% 4% B R N f = AL s AR AL, AT 5 e sl A HL iz 1%
FRIVTEPL . W RESEIEAE X 4555 X Ja 55 X R EE A X 4 AN X, RS P40 RE B 21 88 7 iliE
0 4 A A R R I B X S PP HE [ 8] NF155. Casprl Fl CNTN1 &5 & B E & ARKGBEH 5
FIRAREERE, RN TR BF B, A AH 4B DX 3801 Na+iliE Al K-+IBERS 21 R [9]. R GAIEHEE,
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WARDE 5 N e BB AR TG R s . — BLAE 3 XS MBER, (5 RsEir SR, 45Xk,
M) b X 3, KIS, [ A PR T 45 5% X s i) R, (SRR R B S5 55 X, AN S B A 0, B
LEAFI AL FREIG[10]. Jasidt— D FEk 4555 X Na/K =Rl £ ¥ (Adenosine Triphosphatase, ATP),
Na/K K, UM 54, HEMBEEE OR, J1A 4 i3 E 2 4 22 ] L A b i 55 B
TGN M 2K RRRIR, AT R Al = AR IR BE 11

Btz A, B 0 2H 2 T it 3 A PR e 5 ] P i o e 200 B 1) 400 B R 5 il R R THT )
NF186 FILAR P 7 FAH EAE T, (RIERR RS RIARE[12], IS 5MnEiERE.

ff NF155. CNTNI1 fil CASPRI EUR A+, LLI1gG4 WA A WL, HEORIER LSRR L4545
FIRHIE . EREE R A, 128 AN PR 5K S5 NF155 IR RS X4 R, I S80sshM
24 S (Motor Nerve Conduction Velocity, MCV)Ji 18 145 & LA 84 LA (Compound Muscle Action
Potential, CMAP)J & BEAK[13]. oA 75 2 CNTN1-IgG4 F1 CASPR1-IgG4 HiAkv 5 # K BAL B #2 )5,
RIMFLIEIS X G5 XY 8, FHURESES X, KRITHIDPEA R, SAREE N ER MCV 12
A CMAP BHRIRAK[14] [15]0

1G4 WRSHLAR T F A0 - BERE (RIS, MRS 53 X 450 . BT 1gG4 HECHE X MURR 45
FRFAE, HATARSOERRE, TS SRR AL . 5 MRR SR 1gGl WK, 1gG4
ANEGEAMAE, WAEE SHIH]1E Foy 324K (Fey Receptor, FeyRIIb)ZE & LA 4H M A AMA A S 10 S S B0, 17
X BB SR THRE T 4% TVIg Fi . X — s FEFEMRRE T 1gG4 W 2RAE IVIG 97 RN R AL RN . HIELZ R, Fl
ZH RPUE IS A2 B 0N A TgG4 1) CD20 FH A J6 iy A, v 5 R RE A IR R 25 A [16]. 11 1gG1
B 1gG3 HUARTEAY, i 15 AMA SR o y8 40 S5 PR A PR o e s 7 A B S8 B AR PR A s i A 4 L 850
WAER17].

4. BEREMESTmRmE

I O SCHRAROE , BAT NF155 BHMERT CNTNT [ 388 2 05 A6 1R o' 25 R L R e B A R AE PR R B
B BELT Y2 EWS AT FRAK, SRR IRVEHE, I EOANAFTE W20 M A 5 0 JE B8 B Bl R AR [ 18] BRI
BERBIG AN, BEFEEE XK B KA e PR R, R4 AT WA R A, e getash
FOe Rk . FBE T RS AR I T 40 S R A B, 655 X BRI T R Rk, 4555 X TRIRE I K
AWFHEH, NF155 P B3 25715 55 5l S 5 4 P . ok 5 i R A8 1 2 IR AH DR [ 18]

5 CNTNI1 AN, NF155 PHME&EE W 11 XA APt (Human Leukocyte Antigen, HLA) HLA
DRBI1*15 254 B PR AT % 525 = T 1 PR B CIDP 8 A 3 ABE(77% vs 14% vs 17%) [19]. L,
HLA DRBI1*15 /2 &K AEHT NF155 PHE B G P 45 1595 138 AL XU TR 3%

H A6 NF140/186 BFFui5/b, SCHREE Tl 3= . TEORER T Al kI 21 K 2 ST 4Epi05 9+ H oG
AR, thAh, B 1B NF140-186 BHEM B0 HgAT B s A U R IIELBE T, iR 25717 DXH A
B4 5 P A0 O K A S AR, A5 T AT AT E[ 201

5. BEREMESTREIGRFHE

H & G 25T I KRS R A 2 Sk sUe MR IR E s i E iR AE, RlE 2 L
A 1iE(Guillain-Barre Syndrome, GBS)FIE M 58 fiE M i B85 2 KM Z Wi, (HEATXT IVIG B R B A] GEAN ]
[21]. MEAH 22T 5T N K 250 AN A SAFPEILRESY, D BURF 7T RE R BRI VIR Z B [22]. #
LR PRTERT R AN B PO S R R I . SR, FENEREAR A ) MRI AT A, AT R I H B
PP AR MR R R, R AP R, DUBRE AR F BRI K [23]. B 2 R
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4555 A IS 5L B S PUABORIL, BN PUARBHI LR B 5 Ge Bk 45 1990 2B 1 R R B LV 2 57
ARG A B S G BEE S5 AR SR R R 25 LA 1

Table 1. Clinical features of autoimmune nodopathies

* 1. BEREMETRIERE

itk ERERNES ERTTR ZRMAL I R
IgG4 LR
CNTNI IgG3 F=Y A A=Y Xﬁk,ﬂjgégﬁﬁi’g TR
(R B LR A AR
IgGl LR
NF155 1gG2 ST S XK, sy 4
IgG4 fiiAH 5% B
NF140/NF186 160 AT At A TR sk,
1gG3 AR
IgG4 BN
Casprl 1gG3 S S PR, sy PR 52 2
() LAY ST ]

5.1. NF155

NF155 HUikBAPEEE v BUD A o L mim AFME BBE X AR I ph 2 R L SR MR DR R L R
B, AL FRE RRmim Al F BRI BB AR, DR K S S B BR AR R R T R R SR R AR
Blo B R WERBAL, o RJVERRIR 75 NF1SS SUAH SR HARIGARFRE, AR, A& 248
HEW25]. {£ NF155 HUiARHTE CIDP &35 il g B fiph 452 RRI[26]. HHT O A CHRIE NF155
PUALELE NF155-1gM [27]. NF155-1gG1. NF155-1gG2 1 NF155-1gG4 [SIFHEHUAT IS, — 7t £,
NF155-1gG BHT: . NF155-1gG4 [P A NF155-1gG BH:)FI NF155-1gM BH 4 8% NF155-1gG4 i3 BH 14
BEEWAEM FHEAEER . SHATAHM L, NF155-1gG4 B dgess vt pr ] . vk v fn
/I Ty RE RS 2 T 5 9 L2771 FARBUAARNE 2K 51 PRI 22 S AL g AS B, PO T S0 75 X I RVR 9T
Ji R BTG BA RS B ST Fy i — 5 KR AR BN REAF 5T

NF155 PUriaPH M 82 0] [RI & H X 4 R a0 T bEiy,  FR A HRoioRn & BB #2251 Go ik & 1 3 34 5
(Combined Central and Peripheral Demyelination, CCPD) [28], ifi £ CCPD 3 #1 NF155 Hui4BH 14 Lk 5] th BH
SAEE[29] [30]. B4, EAWFA AL, CIDP H MBI R AR APL RGUERAT, AT 2EANE I A ) NF155
Rk T 94U N, $278 NF155 PUiknT g5 5 CCPD WIJE3[31],

NF155-AN B HERE A& 28 m T YRR %R CIDP 35 [32]. K4 NF155-AN £ [ MRI
R AR a, EHT R AR AN (B ZE NI B, 5 B LP] W= AR [33]. Ogata 5533 KM 14
FHIFEFE SR 2 IEA O, R 22 B AR B2 A AR D9 VPl i 7™ AL FE TS AR AR ] RE . M AE S
51 NF1551gG4-AN £ A i 78 AR )(Distal Motor Latency, DML)ZEK: #) 5 # R 1% B mi[5], CMAP
PR B JHE A 20 i A 5 T R 6 IR T PR I M S 3 34
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5.2. CNTN1

CNTNI HiiAZE S —AN5 CIDP &84 e I PRFFEAR G I &5 55 P [4]. CNTNI1 BHPE B I KRR I
FALT NF155 BHPES S, DIl st ke, nrHalese i, EEiRI26]4k4, CNTNT HiikFH
P SE 3 T UL 1) i e 22 57 B2 R L (N T F G J) AIRR W 3 98) [35] [36]. CNTNI $HifA47E4E CNTN1 1gG3 Al
CNTNI1 IgG4 FHHEPTIATEZE . CNTNI 1gG3 Hrikn] DAIEZR SRR, I H 5 IVIG 1 R I RNV AHR
[37]. A BB 7 3CRF 1gG3 WK HIHT CNTNI HLAR AT BE S S0 1 2 R AR, 70 S 1% TVIG
(IR B[17]. {2 CNTNI1 1gG3 HIIf AR TS 5 8 OE T ZIG ARSI 5t — 5 iE s . A s Al R I
CNTNI1 FA1EEEAFE DML 2K F P8R K | 128 3 A&t #h 2044 3 18 B2 (Nerve Conduction Velocity,
NCV)Jtg, HAEBw BT 2 5k 2 32 ZAEHE[38]. MR E RS RD 24, BEATHIEAK. KE
1 IMRE 25 B 25 B AE R BL[39]. WP IEHER 5 & CNTNI )& B A0 STREA ¢, HEAEKX
BRALHI HANIE 2, A RE—P .

5.3. Casprl

Casprl PAVEEF Dl iz a4 sz 8. B Lie Rl TRE. BRUUBEE . FmR e Wi e o
RNEFERI36] [39]-[417. #65 FH& AT HHBIARLIE[40], HATRES Casprl fEAHEARSE 55 X IFRIAM G, il
BRAE TR AR SHUAR R EE T . MG AL CIDP LU S, DUNRBESR N
BLRIN[40] [41]. Casprl FoikEAIAEDEE2 A GBS (1gG3 TE2K)F1 CIDP (= E 2 1gG4 W) e b
MIE[4] [17]. Casprl PHEEZ AT R S EBUE S K AE S 4512y GBS, AT ILMZ AR . Lot ki L
KPR 52 BRI . Mt PR A ] W R Z R K 2 LM A AN NEH Casprl/CNTN1 &
AR ) BRI AR L3S G R RHE, M CIDP ZRA IR — AN [6]. Ak, A SOk
187 CNTNI1/Casprl EAMIHIPRIIAFLE, YONAIEIERIRT Casprl HIPLAR[4]. B, ZPiiERE NS
CNTNI1 HifEE I —DMHUEHAAES, AR — DA

5.4. NF140/186

NF140/186 HofdH 1t & 2 DAoL 2 e, 3z oi B4 0 20 A/ BURRA S 9 I o AH G T HoAth 45
FFPUAR, NF140/186 PUiAPHME &3> WAL R R BRI A2 R Gl BRI . X T 2k e (1 28
&, BB 2R SR N GBS [42], ZHURLE R BR 5] GBS M AN Fa] G B — E Ih K
B B FE R — 2 KA B FUAE SE o 4% SR BN MBS /AR S R k. RIFE, 78
NF140/186 H# WL 1gG3 Fl 1gG4 HUARIEZE[15] [20], {HXFF NF140/186 HuiA I AN [F] &4 Ifn R L2 B A7
15 72 P H R TCAH A 5T

6. BRRELESTHISH

H AT B & e VS 10 R 12 WibRitE, 1E NN CIDP AR H o IS, 84 38 LR
SRR AR, AL CIDP RIS WibRdE .  H BT 22475 U E R B ML & B0 45 55 LA B v 5
o B IRREDHHATIZ W, (B3 T CNTN1. NF155. Casprl Al NF140/186 HuiAi2 Wit i 14 A 45 3 1E =X,
VA o AR ER ML R B SR B I 2 B e O B B S PESE R S Wi S AnHEA A L. BT
B2 ISR, PURTE S5 itr S 2 IEAHE, FAEIRIT G FFE[43]-[45]. DRI, FHOGHUMA &
D5 AE D B PPAk B 1 R B R TS v] BE LA IR PRHE B, RRATI 5 B8 2 KR AKT BB 44k v 22
I TE FRAEIEIE B2 2FE 4 . #57 B A 25480 GBS B8 CIDP I PR EE R LA KA S R 2 04 S 56 BH 1k 7] R 43 7E —
EFERE FR BN B & e PSS, RS, BN RO R AT E
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7. BEREMESTRIATT

H 5 G It 2579 Bl X IVIG BT, I H 5 2 [ A 504 I N[ 5] [26] [46]. A
FUAE H I 2% B e T 7 R P R G IR[46],  BEAh Querol [43155 R I IVIG B 57 Jof 2K [l 5 Js W R A R
BRI R AR . AR, T RANMEERE. BB RORE . AR B & T F A R,
I3 B e FEA R AERF VR YT 1) RAFIE S . T2 8 BTl T8 U K45 24 A oy FLTEAE R IR e U 5 o, R
il T IEPR AR F (4710 H RTXT R 28 RH0ETT B 5 G2 VeSS 1999 I T2 AR T/ NRE AR B (i . B
WEATERYT 77 AT H B S RS TR VR YT UV 45 W 2. BRILZ b, B SCHRRIE Casprl BHPE S
5 FH b 5 SR TG B R VA T R A B P B R A B 1 TS 5 J (48] I X B B S e M 4 TR IR TR
IT 75 S RPN B I P IE 75 2 2 KA 7L

Table 2. Evaluation of therapeutic effects for autoimmune nodopathies

2. EBSREHETHRAT AR R

itk B BRI R RE B i 3 B 4 FIZE
CNTN1 19 A SR A SR A PFIAE
NF155 H oy R SRR A JEAVAES SR
NF140/186 A S8 o S VLR FNAES
Casprl i1 9 A SR A SR PFIAE

8. BRREMESTHRARE

2 B 7T A, AN B3 BT 5 2K Rankin &3 (Modified Rankin Scale, mRS)i¥4 & 7 H
X, ML 22 B [ #25% (Serum Neurofilament Light, sNfL)/K P 5 Hi 443 & 5 1IEAH < [44] .

9. &g

Zr b, ANAEJ9—Ff N CIDP A28 th FH R BE &, AHEL S CIDP AR AR 19 11 AR AR 1L A
B, JEXESE CIDP JR9T 75 RABCR R o ISR ES 55 friAcker I S 2 er A2 — g 2 FE ] LB B2
BT I BEAT 0 17 7™ R VAl S TS T R . H RTXE T B B e R A T K2 W SR I T SRk AT A
T CIDP BEEZIAYT, INRFITHED, MERGWIITR, R RFEARTEWTT, ARl — SR
T o

&E 3k
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