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TABLE 2 | Clinical Characteristics of anti-CNTN1 antibody-associated AN with MN.
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Course/ Country/ Author Age/ Motor functions at Period Sensory 24- CSF Anti-CNTN1 Serum Renal biopsy Treatment and Treatment and
time time sex peak of illness from ataxia or hour protein antibodies antibodies response of response of
onsetto  disturbed urine  levels CipP MN
peak of deep protein (mg/dL)
CIDP  sensation
CNTN1 Germany/ Doppler 48/  Tetraparesis Acute- ND (severe 204mg/ 1gG4>IgG35lgG2>lgG1  ND ND Mg, initial Complete
SMN/ 2015 eta. (7) M ke GBS  sensory do improvement; CS,  recovery
concurrent disturbance) transiently (treatment
improved; PE, efficacy was not
improved well
documented)
CONTN1 - Japan/ Hashimoto 78/ Unable to walk without >2 Sensory 4.19/ 61 mg/ IgG4 and IgG1 were Anti-SSA/Ro  Stage 2 IgG1(-), GCS, ineffective; GS, improved
MN/ 2018 Y etal. (25) help, Weakness that months ataxia 24 h dL dominant (1:16), Anti-  IgG2(-), IgG3(-), Mg, improved,
concurrent was more marked in the PLA2R(-), IgGA4(+), PLA2R  able to walk at 2
legs thanin the arms anti- (weakly positive) months after
THSD7A () treatment
CNTN1-  France/  Guilaume 75/  Wheelchair, Strength 5M Rombergsign 54¢g/ 150 19G4(+) Anti-PLAR  I1gG4(+), C3(+),  Prednisone + PE  Prednisone,
MN/SM 2019 Taiebetal. M was 2/5 proximally and (+)Voratory  24h  mg/dL (. NF-155  Ciq(), PLAZR  + rituximab, improved
26) distally in lower limbs loss, and NF-186 (). worsened, died
and 3/5 distally in upper S from aspiration
limbs. pneumonia
CNTN1- Canada/ Nazarali, S 43/ wheekhair dependency 4M ND 22 g/h 400 1gG4(+) Anti-PLAZR  Stage 2 MN, MG + Cyclosporin +
MN/12M 2020 etal (32) M mg/dL A IgG(+), CNTN1 prednisone, good  prednisone,
(+) clinical and good
electro-physiologic
response
MN - China/  Ourcase 57/ wheekhair dependency 6 weeks Sensory 789 160 IgG1(+), 1gG3(+), IgG2  Anti-PLA2R  Stage 3 MN Rituximab + Rituximab +
CNTN1/ 2021 M ataxia, 24h mg/dl (), lgG4() (+), NF-155  1gG3(), IgG4(+); hormones +y- hormones + y-
3y Decreased and NF-186  PLAZR(+); globulin, good globulin, good
proprioception S THSD7A()
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TABLE 3 | Comparison of the clinical characteristics of chronic inflammatory demyelinating polyneuropathy (CIDP) with membranous nephropathy (MN), anti-contactin 1
(CNTN1) antibody-positive AN with MN, and anti-CNTN1 antibody-associated AN.

Characteristic CIDP with MN (n=22) anti-CNTN1 antibody-associated AN with MN anti-CNTN1 antibody-associated AN
(n=5) (n=20)

Male/femnale ratio 17:5 (3.4:1) 4:1 (4:1) 14:6 (2.3:1)

Age at onset of CIDP (mean + SD, 49.3 + 19.3 (range 9-81) 60.2 + 15.7 (range 43-78) 63 + 13.5 (range 33-81)

years)

Onset age of CIDP >80 years 8 (27.3%) 2 (40%) 16 (80%)

Mode of onset”

Acute onsst 4 (18.2%) 1 (20%) 7 (35%)

Subacute onsst 2(9.1%) 1 (20%) 3 (15%)

Chronic onset 16 (72.7%) 3 (60%) 10 (50%)

Sensorimotor neuropathy 19 (86.4%) 4 (80%) 19 (95%)

Distal dominant muscle weakness 13 (59.1%) 0 14 (70%)

Proprioceptive impairment or sensory 16 (72.7%) 3(60%) 15 (75%)

ataxia

CSF protein level (mean + SD, mg/dl) 278 + 280 (range 81— 196 + 125 (range 61-400) 263 + 1432 (range 79-693)
1320)

CSF protein=100 mg/d® 18 (81.8%) 4 (80%) 19 (95%)

Efficacy of immunotherapies for CIDP

cs 13/20 (65%) 3/5 (60%) 517 (29%)"

PE 3/8 (37.5%) 1/2 (50%) 5/7 (71%)

Mg 6/11 (54.5%) 4/4 (100%) A7 (57%)"

Combination® 6/9 (66.7%) 2/3 (66.7%) ND

“Defined as acute for less than 1 month, subacute for 1-2 months, and chronic for more than 2 months.

“Two values were missing for CSF protein level.c : Combination immunotherapies included PE+methotrexate, PE+CS+azathioprine, PE+CS+Mg, PE+CS+IMg+cyclosporine, and
homones+cyclophosphamide.

*Partial or transient response is regarded as ineffective.

*“Initial improvement in acute onset cases is counted as efective.
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TABLE 4 | Comparison of the clinical characteristics of chronic inflammatory demyelinating polyneuropathy (CIDP) with membranous nephropathy (MN) with different
chronological orders of onset.

Characteristic CIDP—MN (12 cases) MN—:CIDP (three cases) CIDP and MN occurred concurrently (seven cases)
Male/fermale ratio 10:2 (5:1) 30 4:3 (1.3:1)

Age at onset of CIDP (mean + SD, years) 506 + 20.0 (range 18-81) 33.0 + 33.9 (range 9-57) 51.9 + 18.2 (range 27-78)
Onset age of CIDP >80 years 3 (25.0%) 0 3 (42.9%)

Mode of onset

Acute onsst 2 (16.7%) 1 (33.3%) 1 (14.3%)
Subacute onset 0 1(33.3%) 1(14.3%)
Chronic onset 10 (83.3%) 1(33.3%) 5 (71.4%)
Sensorimotor neuropathy 10 (83.3%) 3 (100%) 6 (85.7%)

Distal dominant muscle weakness 8 (66.7%) 1(33.3%) 4 (57.1%)
Proprioceptive impairment or sensory ataxia 7 (58.3%) 3 (100%) 6 (85.7%)

CSF protein level (mean + SD, ma/dL) 363 + 354 [range 64-1320) 188 + 33 (range 165-212) 170 + 93 (range 61-350)
CSF protein>100 mg/dL 10 (90.9%) 2 (100%) 6 (85.7%)
Efficacy of inmunotherapies for CIDP

[oF:] 6/11 213 5/6

PE 1/6 0 2/2

Mg 2/5 2/3 2/3
Combination 3/8 2/2 1

Improved CIDP outcome 8/12 3/3 i

Motor sequelae 6/12 213 o7
Improvement of MN

Reduction of proteinuria 512 373 B/7
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