
immunopathological mechanism remains elusive, likely due to
etiological heterogeneity among the variant presentations. This is
best exemplified by the identification of nodal/paranodal anti-
bodies, such as neurofascin 155, in a subgroup of CIDP patients
who present with a distinct phenotype. Methods: We present the
case of a 39-year-old male who presented with a 2-year history of
progressive stocking-glove sensory loss and sensory ataxia.
Electrodiagnostics confirmed an acquired demyelinating neurop-
athy, with serum anti-NF155 IgG4. His case was refractory to
standard immunomodulatory therapy, including adequate trials of
IVIG, steroids, azathioprine, and rituximab. He also had a non-
therapeutic trial of PLEX, methotrexate, and tacrolimus. Results:
After cessation of all immunomodulatory therapy for 2 years, he
had spontaneous remission of his CIDP and near-complete
resolution of electrodiagnostic/clinical abnormalities. Conclu-
sions: This case provides insights into the natural history of
NF155 “paranodalopathy” and highlights a unique case of supra-
refractory CIDP which underwent spontaneous remission with
near-complete resolution. Delayed effect from rituximab was
posited as a contributor, however, the patient had no clinical or
electrophysiological improvement 20-months after initiation of
anti-CD20 therapy. Current data suggests the majority of CIDP
patients respond to rituximab within 6-12 months.
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tolerability of AMX0114 in ALS (LUMINA)
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Background: Axonal degeneration has been recognized as a
key early contributor to the clinical presentation and pathogenesis
of amyotrophic lateral sclerosis (ALS). Activation of the calcium-
dependent cysteine protease calpain-2 is considered a critical
effector of axonal degeneration. Based on evidence supporting a
potential benefit of calpain-2 modulation in ALS and other
neurodegenerative diseases, Amylyx developed AMX0114, an
antisense oligonucleotide (ASO) inhibitor of calpain-2. This
phase 1 study will assess the safety, tolerability, pharmacokinet-
ics (PK), and pharmacodynamics (PD) of AMX0114 in people
with ALS. Methods: LUMINA is planned to be conducted at ~15
sites in North America enrolling approximately 48 participants
randomized 3:1 to receive AMX0114 or placebo. After study
completion, an open-label extension study of AMX0114 will be
implemented if data supports a positive benefit-risk profile.
Results: The primary endpoints of the study include the incidence
of adverse events (AEs), serious AEs, and dose-limiting toxi-
cities. Secondary and tertiary endpoints include PK measure-
ments (plasma and cerebrospinal fluid [CSF] levels of
AMX0114), PD biomarkers, and functional measures of ALS
progression. Conclusions: LUMINA is a first-in-human study
evaluating the safety, tolerability, PK, and PD of AMX0114, the
first ASO targeting calpain-2 in adult participants with ALS.
Enrollment is planned to begin in Canada in early 2025.
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rozanolixizumab cycles in patients with generalised
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studies
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Background: In the Phase 3 MycarinG study (MG0003/
NCT03971422), one 6-week cycle of rozanolixizumab signifi-
cantly improved myasthenia gravis (MG)-specific outcomes ver-
sus placebo. After MycarinG, patients could enrol in open-label
extension studies (MG0004 then MG0007, or MG0007 directly).
Methods: In MG0004 (NCT04124965), patients received once-
weekly rozanolixizumab 7mg/kg or 10mg/kg for ≤52 weeks. In
MG0007 (NCT04650854), after a cycle of rozanolixizumab 7mg/
kg or 10mg/kg, subsequent cycles were based on symptom
worsening at the investigator’s discretion. Pooled data are
reported across MycarinG, MG0004 (first 6 weeks) and MG0007
(final data) for patients receiving ≥2 symptom-driven cycles
(efficacy; ≤13 cycles) or ≥1 cycle (safety). Results: 196 patients
received ≥1 rozanolixizumab dose of whom 129 received ≥2
symptom-driven cycles (7mg/kg: n=70; 10mg/kg: n=59). Treat-
ment response was maintained from Cycles 1–13: mean change
from baseline to Day 43 in MG-Activities of Daily Living score
ranged from -3.2 to -4.9 (7mg/kg) and -3.2 to -6.7 (10mg/kg).
Quantitative MG and MG Composite scores also improved.
Treatment-emergent adverse events (TEAEs) did not increase
with repeated cyclic treatment, and most were mild/moderate; the
most common event was headache. Conclusions: Rozanolixizu-
mab showed consistent improvements across MG-specific out-
comes up to 13 cycles and repeated cyclic treatment was gener-
ally well tolerated. Funding: UCB.
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Does single fiber EMG (SFEMG) pair number influence the
outcome of patients initially referred for possible myasthenia
gravis (MG)?
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Background: Analysis of 20 pairs is the traditional standard
when using SFEMG to diagnose MG. Some studies show that
fewer pairs are needed if results are normal. We examined what
impact this might have on long-term outcomes. Methods: Hospital
charts of 239 consecutive patients who underwent SFEMG be-
tween January 2011, and July 18th, 2024, were reviewed. Results:
201 patients were identified; 128 had normal SFEMGs. Of the
patients with normal SFEMGs, 58 (45.31%) had 12 pairs observed
and 69 (53.91%) had 20 or more pairs observed. In the 12 pair
group, 1(1.72%) patient had delayed MG diagnosis, and 2 (3.45%)
patients were referred for repeat SFEMGs; in the 20 or more group,
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