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* CIDP is an autoimmune peripheral neuropathy * Although the exact pathophysiology * Efgartigimod PH20 SC is a coformulation of

characterized by progressive or relapsing muscle of CIDP is yet to be fully understood, efgartigimod and (rHuPH20, which allows for rapid
weakness and sensory disturbance and IgG autoantibodies play a key role (30-90s single injection) SC administration%11
associated with a high treatment burden'™ in demyelination®>
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Image adapted from CIDP Progress by argenx (2024). Demyelination due to IgG autoantibodies. antibodies autoantibodies
\ https://cidpprogress.com/emerging-evidence?id=935962952. Accessed March 12, 2025. /

Efgartigimod has been shown to reduce IgG antibody levels in healthy volunteers and patients with other autoimmune diseases!3-18

CIDP, chronic inflammatory demyelinating polyradiculoneuropathy; Fc, fragment crystallizable; FcRn, neonatal Fc receptor; IgG, immunoglobulin G; PH20, recombinant human hyaluronidase PH20; rHUPH20, recombinant human hyaluronidase PH20; SC, subcutaneous.
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Efgartigimod in CIDP: Study Designs of ADHERE and ADHERE+

o

IDENTIFY PARTICIPANTS
WITH ACTIVE DISEASE

SCREENING

<4 weeks

Probable or definite CIDP confirmed by
adjudication panel of CIDP experts?

RUN-IN PERIOD
<12 weeks

* Participants on treatment
must suspend therapy (lg or
corticosteroids) and demonstrate
evidence of clinically meaningful
deterioration?

* Participants off treatment® with
active disease may skip the run-in
and enter stage A

ADHERE?

TREATMENT PERIOD

99%

Rollover of:Eligible

Participants’

OPEN-LABEL:
STAGE A <12 weeks

QW 1000 mg

efgartigimod
PH20 SC

Responders

Until confirmed evidence
of clinical improvement¢

DOUBLE-BLINDED:
STAGE B <48 weeks

QW 1000 mg efgartigimod

PH20 SC

QW placebo SC

for 2 consecutive visits

PRIMARY ENDPOINT
Percentage of participants with
confirmed evidence of clinical
improvement

Until 88 events (relapses)? —|

PRIMARY ENDPOINT
Time to first aNCAT deterioration®
(relapse) compared with
stage B baseline

J

-

ADHERE+ R

OPEN-LABEL EXTENSION

OLE TREATMENT
<2 years

QW 1000 mg
efgartigimod PH20 SC

ROLLOVER CRITERIA

* Completed Week 48 stage B
(ADHERE) or

* Deteriorated in stage B
(ADHERE) or

* Terminated ADHERE early
(sufficient primary endpoint
events)

PRIMARY ENDPOINT
Long-term safety and tolerability

alNCAT, adjusted Inflammatory Neuropathy Cause and Treatment; CIDP, chronic inflammatory demyelinating polyradiculoneuropathy; ECI, evidence of clinical improvement; ECMD, evidence of clinically meaningful deterioration; HR, hazard ratio; Ig, immunoglobulin;
INCAT, Inflammatory Neuropathy Cause and Treatment; I-RODS, Inflammatory Rasch-Built Overall Disability Scale; IVIg, intravenous immunoglobulin; OLE, open-label extension; PH20, recombinant human hyaluronidase PH20; QW, once weekly;
R, randomization; SC, subcutaneous; SClg, subcutaneous immunoglobulin.

23ECMD was defined as an aINCAT increase of >1 points, an I-RODS decrease of >4 points (centile metric), or a grip strength decrease of >8 kPa. POff treatment was defined as participants who had never received CIDP treatment (treatment naive) or who had not received
CIDP treatment (corticosteroids, IVIg, or SClg) within 6 months of trial entry. °ECl was defined as a clinical improvement on the parameters that the participant worsened in during run-in (>4-point increase in I-RODS and/or >8-kPa increase in mean grip strength) or clinical
improvement (>1-point decrease) in INCAT. ECI was confirmed after these criteria were met after four injections and two consecutive visits. 9The primary endpoint was assessed once 88 total relapses or events were achieved in stage B and was based on the HR for the time
to first aINCAT deterioration (ie, relapse). €aINCAT deterioration was defined as a 21-point increase in aINCAT score compared with stage B baseline, which was confirmed at a consecutive visit after the first 1-point increase in aINCAT or not confirmed for participants with
>2-point increase in aINCAT compared with stage B baseline. 'n=228/229. 229 participants enrolled in ADHERE+, including 3 participants who inadvertently rolled over without meeting per-protocol inclusion criteria. The safety population for ADHERE+ included 228
participants who received 21 dose of efgartigimod PH20 SC in the OLE, as 1 participant discontinued before receiving the first dose of efgartigimod PH20 SC.
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Design of the ADHERE Cohort and Tests

254 patients with CIDP
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CASPR1, contactin-associated protein-1; CBA, cell-based assay; CIDP, chronic inflammatory demyelinating polyradiculoneuropathy; CNTN1, contactin-1; ELISA, enzyme-linked immuno-sorbent assay; IHC, immunohistochemistry; Nfasc, neurofascin.
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Prevalence of AN and Myelin Reactivity in the ADHERE Cohort

(56/254)
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AN, autoimmune nodopathy; CASPR1, contactin-associated protein-1; CBA, cell-based assay; CNTN1, contactin-1; IgG, immunoglobulin G; HEK, human embryonic kidney; IHC, immunohistochemistry; Myc, anti-Myc tag antibody; Nfasc, neurofascin; ScNe,
sciatic nerve.



Efgartigimod Decreases IgG Reactivity in Patients With CIDP and AN in Stage A

Baseline

Myelin .
.. 3~ -
reactlv'ty End of stage A °>: 50
o+
D
o
O >
Baseline )
S 0_
-
Y c
(«})
1°
I
End of stage A L
T 504
h -
% m R
0L ®
s ® n ()6
(-
Baseline E
U -
1 00 Run-in Baseline Run-in Baseline Run-in Baseline
VS Vs VS Vs VS VS
Other Baseline End of Baseline End of Baseline End of
Stage A  Stage A Stage A  Stage A Stage A  Stage A
reaCtIVIty End of stage A
IHC reactive Myelin reactive
patients patients

AN, autoimmune nodopathy; CIDP, chronic inflammatory demyelinating polyradiculoneuropathy; IHC, immunohistochemistry; ScNe, sciatic nerve; *p<0,05; **p<0,005.



Efgartigimod Lowers IgG Titers Against Paranodal Proteins
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8 AN, autoimmune nodopathy; CASPR1, contactin-associated protein-1; CNTN1, contactin-1; 1gG, immunoglobulin G; IHC, immunohistochemistry; Nfasc, neurofascin; NS, not significant. **** p<0,01;*n=9 patients, one patient was not treated at Stage A



Anti-CNTN1 I1gG Levels Were Undetectable in One Patient After
Receiving Efgartigimod
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CASPR1, contactin-associated protein-1; CNTN1, contactin-1; Efg, efgartigimod; ELISA, enzyme-linked immuno-sorbent assay; IgG, immunoglobulin G; Nfasc, neurofascin; ScNe, sciatic nerve; W, week.

Measurements in OLE was done every 12 weeks



Efgartigimod Lowers Anti-Nfasc155 IgG4 Titers
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CASPR1, contactin-associated protein-1; Efg, efgartigimod; ELISA, enzyme-linked immuno-sorbent assay; I1gG, immunoglobulin G; Nfasc, neurofascin; ScNe, sciatic nerve; W, week.

Measurements in OLE was done every 12 weeks



Efgartigimod Lowers Anti-Node/Paranode IgG4 Titers

% adher e”-'

NS NS

| | Off treatment
° NS | * | E:W;g <12 weeks
\ rl
= 1009 | I ' '
-
> L2
g \/
3 50 - o
=
(/)]
o Y RS R
9 LE
= o
S 5o == %
Q 5 A
g’ [ Randomized Efgartigimod Randomized
© “withdrawal G -withdrawal
S -100 - ® Stage B Up to 48 weeks B

T T T T T T

> N ¢

e e \% e e \
Last assessment of 5\0‘?’ 5@9’ O 6"‘)“)’ 6\’69’ O
_ Open-label i
Efgartigimod Placebo extension Egg;c;trufugmod
Group Group OLE

11 IgG, immunoglobulin G; NS, not significant; OLE, open label extension; * p<0,05.




Conclusions

* The prevalence of AN (4 %) and IgG myelin reactivity (22 %) in the ADHERE cohort is similar to that
described in published studies

 Efgartigimod decreases IgG reactivity in patients with CIDP and AN in Stage A
* Anti-CNTN1 IgG levels were undetectable in one Patient after receiving efgartigimod
* Autoantibodies also Target unknown myelin antigens in CIDP

» Efgartigimod decreases the levels of anti-myelin autoantibodies

AN, autoimmune nodopathy; CIDP, chronic inflammatory demyelinating polyradiculoneuropathy; CNTN1, contactin-1; IgG, immunoglobulin G.

12 1. Cortese A et al. Neurol Neuroimmunol Neuroinflamm 2020; 7(1). 2. Davies AJ et al. J Clin Med 2020; 9(7). 3. Vallat JM et al. Eur J Neurol 2020; 27(4): 692-701.
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Number (%) Patients in Each Group

Group N (%)
All subjects tested 254 (100.0)
IHC reactivity 109 (42.9)
No IHC reactivity 145 (57.1)
lgM reactivity 17 (6.7)
lgG reactivity 58 (22.8)
Target identified by ELISA 12 (4.7)
Target identified by CBA 10 (3.9)

Denominator is ALL patients tested

(not all tested patients were treated in stage A)

CBA, cell-based assay; ELISA, enzyme-linked immuno-sorbent assay; 1gG, immunoglobulin G; IgM, immunoglobulin M; IHC, immunohistochemistry.

OPTION A
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