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serum IgG levels over 24 weeks, with effects
maintained through Week 72 in LTE.

Introduction Clinically meaningful improvements in

J Jl Nipocalimab is a fully human Immunoglobulin G1 (IgG1) monoclonal antibody that binds to neonatal Fc receptor (FcRn) with high specificity Figure 1: Nipocalimab’s mechanism of action MG-ADL and QMG scores were achieved
“®JI, and affinity blocking its interaction with IgG (Figure 1).}2 ( \
In the pivotal phase 3 Vivacity-MG3 study involving adults with generalized myasthenia gravis (gMG), nipocalimab treatment lowered levels Blood (physiological pH) \1r/ S over 24 weeks of the AT and sustained in
of circulating IgG and pathogenic IgG autoantibodies.? 5 l9G FcRn . . .
erum
Patients receiving nipocalimab also demonstrated symptom improvement sustained over 24 weeks® and up to 60 weeks in the open label protein @ s o most participants through Week 72 In LTE.
ndocytic

extension.?

These results recently supported the United States Food and Drug Administration approval of nipocalimab for the treatment of both adult and
adolescent patients (=12 years) with gMG.°

Objective (

e To evaluate the effect of nipocalimab on pharmacodynamics (IgG), safety and efficacy in adolescents aged 12 to <18 years with gMG e
who exhibit an insufficient clinical response to standard-of-care (SOC) therapy.
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Treatment was well-tolerated in adolescents
with gMG, with a favorable safety profile
observed throughout the study.
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are degraded in the lysosome

e Here, we have summarized the study results in through a clinical cut-off of August 23, 2024.

Methods

e Vibrance-mg is a global, multicenter, open-label phase 2/3 study evaluating nipocalimab + SOC in adolescents (Cohort 1; Figure 2) and endothelial cell

children with gMG. ) . . o ]
e . o . . . . FcR|.1=neonataI Fc receptor, gMG=ger.1era.I|zed mygsthenla gravis, IgG=|mmunogI9buI|n. This figure was
e Cohort 1participants received an initial loading dose of nipocalimab 30 mg/kg intravenously (1V), followed by 15 mg/kg IV every previously presented at the MGFA Scientific Session of the AANEM Annual Meeting and AANEM Annual

. . . . . . . . . Meeting; Savanah, Georgia, USA; October 15-18, 2024.
2 weeks (Q2W). During the Long-Term Extension (LTE), dosing could be adjusted at the investigator’s discretion to either 15 mg/kg
Q2W or 30 mg/kg every 4 weeks (Q4W).
e Primary endpoints included the effect of nipocalimab on total serum IgG levels, along with

Lysosome

Vibrance-mg is the first study to evaluate
an FcRn blocker in adolescents with gMG,

Figure 2: The vibrance-mg study design
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| blocker approved for treating both adult and
e Results for Cohort 1 (adolescents) are reported from the AT phase (Day 1to Week 24) expanding s::r':scents aged 12 to <18 ) N8 N=6° PP 9
on previously reported data from 7 patients to now include 8 patients. Efficacy data through the freatment Treatment : : :
P yrep patie P y 9 . Disgnased with gMG, MGFA Wook 0 (Day 1 Npocaiineb 15 ma/ks ¥ W adolescent patients with gMG, addressing
LTE (up to Week 72) and safety data until data cut-off are presented. e ! ») Nipacalimab 30 mg/kg VLD + 50C =) Q2W +SOC LG
ass = Participants Week 2 to Week 22: or follow-up .
. , " 5 Nipocalina 15 mg/kg GOW IV Nipocalinals 20 mglkg 1V the unmet needs across this broad
Study Endpomts Seropositive for anti-AChR or N9 o B 5 GOT
anti-MuSK autoantibodies ) .
Primary Endpoint Secondary Endpoint Status Status
y P y P « Suboptimal response to current N=7 (87.5%) completed N=1(16.7%) discontinued pOPUIatlon°
. . . . N=1(12.5% [ N=2 (33.3%) [
e The effect of nipocalimab on total serum IgG The effect of nipocalimab on: f:\?:s":i;gfg?py for gMG per y (12:5%) engeing No3 (50%) complisy
o Safety and tolerability e MG-ADL Score ook o LT /
° QMG Score 20ne participant failed during the Screening phase. "Out of 7 participants who completed the AT phase, 6 entered the LTE phase. °Four participants switched from Q2W to Q4W at various
times and were ongoing in LTE at data cutoff. Participants who withdraw or discontinue after receiving any amount of study intervention will be required to complete a safety follow-up
visit 8 weeks after their last dose. AChR=acetylcholine receptor, AT=active treatment, gMG=generalized myasthenia gravis, IV=Intravenous, LD=loading dose, LTE=long-term extension,
- Qo - - MGFA=Mpyasthenia Gravis Foundation of America, MuSK=muscle-specific kinase, Q2W=every 2 weeks, Q4W=every 4 weeks, SOC=standard-of-care. This figure has been adapted from the
¢ RGSUltS are presented from an anaIySIS Of adOIGSCGnt partICIPantS In the OnQOIng StUdy figure previously presented at the MGFA Scientific Session of the AANEM Annual Meeting and AANEM Annual Meeting; Savanah, Georgia, USA; October 1518, 2024.

Results

Demographics and Baseline Characteristics Secondary Efficacy Endpoint: QMG Score
Table 1: Demographics and AT phase baseline characteristics of adolescent participants in cohort 1 e A clinically meaningful reduction in QMG score  Figure 5: Median (IQR) total QMG score over time
- was observed by Week 4 and maintained
Characteristics Cohort 1(N=8) Characteristics Cohort 1(N=8) y v 20
through both AT (Figure 5) and LTE phases.
Age, years 13.5 (12-16) Baseline MG-ADL total score, median (IQR) 3.5 (3.0-5.0)
Sex, Female, n (% 7 (875 ‘ : 0 , , &= Median
- o (%) (87.9) Autoantibody type, Anti-AChR+, n (%) 8 (100.0) - Baseline: Median (IQR) score of
ac?, n (%) Baseline QMG total score, median (IQR) 14.3 (10.5-15.8) 14.3 (10.5; 15.8). o 15
Asian . . e ll62) Age at onset of MG in years 10.5 (0.5-134) % _
Black or African American Ve, Baseline MGFA Clinical Classification, n (%) - Week 4: Reduced to 7.0 (4.0; 13.5). = T - T
Unknown 2 (25.0) o 104
Ethnicity, n (%) la 41500) ; I
(o} . R O
O : llla 3 (37.5) - Week 24: Maintained at 7.0 (2.0; 11.0). n I\ > &
Hispanic or Latino 1(12.5) o [ :\e/ I )
Not Hispan . lllb 1(12.5) g 5. i 1
ot Hispanic or Latino 6 (75.0) : : g 5
Unknown 1(12.5) Participants with 21 concomitant MG medications, n (%) 8 (100.0) e 2outof 3 patients completing the LTE up to [
. ' IMMUNOSUDDrESSants 6 (857) Week 72 maintained symptom improvement; R
Weight, kg il Bleieig) OSHPT , ' one patient had worsening QMG scores without
BMI, kg/m? 18.5 (15.9-37.2) Corticosteroids for systemic use 5 (71.4) any documented AE of MG worsening at 0
i i — Other nervous system drugs® 3429 - - T - - - -
Duration of MG in years 3.6 (0.8-11.5) y g ( ) Week 72. Baseline W 4 W 8 W12 W16 W20 W 24
Data shown are median (range) unless otherwise indicated. The IQR represents the first quartile and third quartile of the data at each timepoint. ?Includes AChEIls of pyridostigmine and pyridostigmine bromide. AChEls=acetylcholinesterase inhibitors, ..
AChR=acetylcholine receptor, AT=active treatment, BMI=body mass index, IQR=interquartile range, MG=myasthenia gravis, MG-ADL=Myasthenia Gravis Activities of Daily Living, QMG=Quantitative Myasthenia Gravis, MGFA=Myasthenia Gravis Foundation of Visits
America, SD=standard deviation, SE=standard error. N = 8 8 8 7 8 7 7

The IQR represents the first quartile and third quartile of the data at each timepoint. IQR=interquartile range, QMG=Quantitative Myasthenia Gravis, W=week.

Primary Efficacy Endpoint: Total Serum IgG

Primary Safety Endpoint: Overall Safety

e Nipocalimab treatment resulted in a rapid Figure 3: Median (IQR) total serum IgG levels over time
and sustained IgG reduction in adolescent

P - : : 16- e Nipocalimab was generally well-tolerated across Table 2: Summary of TEAEs in AT and LTE phases.
participants with gMG (Figure 3): | both the AT and LTE phases
14 - &= Median P ' AT phase LTE phase
e Median (Interquartile range [IQR]) serum IgG in . e No serious adverse events (SAE) or AEs leading . : (n=8) (n=6)
g/L was 107 (8.9; 131) at baseline and i : : : : Average duration of follow-up, in weeks (SD) 24.2 (3.9) 44.3 (29.3)
LG, IO » to discontinuation were reported in the AT i )
3.2 (2.3; 3.5) at Week 24. G 10- ohase (Table 2) Patients with 21 TEAEs 8 (100.0) 4 (66.6)
. . S Related TEAEs 3 (37.5) 1(16.7)
- Effect was sustained in the LTE to 2 8- e One patient experienced an SAE (gMG Patients with TEAEs leading to death 0 0
. - . . . . .
3.3 (2.8; 4.9) at Week 72. B - worsening) after Week 72 in LTE (at Week 84). Patients with SAEs 0 1(16.7)
o Median (IQR) percent change from baseline to c_% o . TEAEs Ie.ading to te.mpcfrary discontinua.ti?n o.f study treatment® 0] 1(16.7)°
Week 2 was -72.6% (-79.1; -70:) and to Week 24 E 4 - o = %ﬁ — 2 % e Another participant had an AE (influenza) AEs leading to termination of study participation 0 0]
was -73.3% (-78.7; -62.8). ° T (~:Week.30) t.hat led to temporary treatment COVID-19 associated TEAEs® 2 (25.0) 0
. . discontinuation. AESIe 0 0
- Eﬂ:eCt was genera”y SUStaInEd In the LTE to 0 - L . Data are presented as n (%) unless otherwise indicated. TEAE overview was presented beyond Week 72. The AT phase was conducted over 24 weeks, followed by a 48-
- o/ (= . — week LTE phase. *Worsened myasthenia gravis. °No TEAEs led to permanent discontinuation of study treatment during the AT and LTE phase. °Influenza. “No SAEs related
606 A) ( 720’ 488) at Week 72 — : : : : : : : : ¢ 'Il?lhOeASEjdoyf SpeCIaI Interest were reported durlng to COVID-1p9 were reported du:/ingtthe ATgand LTE phase eDeﬁnfadpas severetinfectiot]s rezuiring s;sthtwic ttreatn:ent orgiztervention, hypli)albuminemia (albumin <20 g/Lt),
& . and opportunistic infections. AES.I=§dverse event of special interest, AT=active treatment, COVID-19=coronavirus disease 2019, LTE=long-term extension, SAEs=serious
Qé‘@/%é@?@@@d’ @7(3 @76’ @?30 @97 @“%’ @7& @6’0 @ )9 adverse events, SD=standard deviation, TEAEs=treatment-emergent adverse events.
e Visits
N=88888 8 8 7 7 5 4 4 3 Primary Safety Endpoint: Adverse Events

The IQR represents the first quartile and third quartile of the data at each timepoint. Total IgG (g/L) values are presented up to the last visit at which IgG values were
available for at least 3 patients. IgG=immunoglobulin, IQR=interquartile range, W=week.

e Nasopharyngitis (37.5%) and COVID-19 (25.0%) were most common TEAEs (Table 3) in AT phase (median follow-up: 24.0 [18-31]).

Secondary Efficacy Endpoint: MG-ADL Score
e Influenza (33.3%) and nasopharyngitis (33.3%) were most common in LTE phase (median follow-up: 44.5 [range: 12-79]).

e A clinically meaningful reduction in MG-ADL Figure 4: Median (IQR) total MG-ADL score over time Table 3: Number of patients with TEAEs in AT and LTE phases
matained through both AT (Figure 4) and LTE : —
Participants with =21 TEAEs 8 (100.0) 4 (66.7) Participants with 21 TEAEs 8 (100.0) 4 (66.7)
phases. —e— Median Nasopharyngitis 3 (37.5) 2 (33.3) Nausea 1(12.5) 0
- Baseline: Median (IQR) score of 3.5 (3.0; 5.0). v 67 COVID-19 2 (25.0) 0 Stomatitis 1(12.5)° 0
- Week 4: Reduced to 1.5 (0.0; 3.0). % Upper respiratory tract infection 1(12.5) 1(16.7) Vorpltlng 1(12.5) 0
OJ = Headache 1(12.5) 0 Fatigue 1(12.5) 1(16.7)
- Week 24: Maintained at 1.0 (OO, 30) ; 4 - Migraine 1 (125) 1 (167) Blood pressure increased 1 (125) 0
e 2 out of 3 patients who completed the LTE up to § Somnolence 1(12.5) 0 White blood cell count increased 1(12.5) 0]
Week 72 maintained symptom improvement; one - Abdominal pain upper 1(12.5) 0 seasonal allergy 1(12.5) 0
patient had worsening MG-ADL scores without T 2- Diarrhea 1(12.5) 1(16.7) Hordeolum 0 1(16.7)
any documented adverse event (AE) of MG 5 I | Glossitis 1(12.5) Y Tinea versicolour 0 1(16.7)
worsening at Week 72. g /I € Anemia 1(12.5) 0 Injection site s.welllng 0 1(16.7)
= 0- 1 1 1 Face edema 1(12.5) 0 Nasal congestion 0] 1(16.7)
¢ Over half of participants had Minimal Symptom Blood cholesterol increased 1(12.5) 0 Productive cough 0 1(16.7)°
Expression (MG-ADL score of O or 1) at each . . . . . . . Hypercholesterolemia 1(12.5) 0 Rash 0 1(16.7)
time point during AT and/or LTE. Baseline w4 we Wiz W16 W20 W24 Muscle spasms 1(12.5) 1(16.7) Rash pruritic 0 1(16.7)
Visits Bacterial vaginosis 1(12.5) 0 Low density lipoprotein increased 0] 1(16.7)
N = 8 8 8 8 8 7 7 Influenza 1(12.5) 2 (33.3) Worsened myasthenia gravis 0 1(16.7)°
MSE = 0 4 4 6 0 0 ° Data are presented as n (%). The AT phase was conducted over 24 weeks, followed by a 48-week LTE phase. 2Stomatitis, observed in one participant during the AT phase, was of moderate severity. "Productive cough, observed in one participant during the LTE phase,
The IQR represents the first quartile and third quartile of the data at each timepoint. IQR=interquartile range, MG-ADL=Myasthenia Gravis Activities of Daily Living, was of moderate severity. ‘Worsened myasthenia gravis, observed in one participant during the LTE phase, was of severe intensity. AE=adverse event, AT=active treatment, COVID-19=coronavirus disease 2019, LTE=long-term extension, TEAEs=treatment-emergent
MSE=Minimal Symptom Expression W=week. adverse events.
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