U NOVARTIS

Jobbggicsbuascu oo uoobouoodmd
ool obtotboboobubouoboobuobouood
Jo0oooonss.1%tononn

Jun 11, 2024

oogoooo

Dooood

000000 o000ooooodg

000000 000000000000002024050250000000000000

000000000000 ooooooooooooooooooooooooogn
O0000o0oooooooo Oooor https:/iwww.novartis.com OO0 000000

O000000DEGFRODDODONDONDNOOOODOINDO0ND0NDNONDOe0D0n
ooooooooonot

0000000000060 000D0OD0ODODOOODOOO 23
000000000000000000000000000000000000000000
Dl
C3000IO0D0DN0NDN0NooNooNoooNmms0%00001000000000000
0o0oooo*®0oooo0Dicl000000o0oooooooooog 780
00000000C3000000000000N00N00N0NoNooNooBO000ON0OOn
0000000000000 0oo0o0ooooooooooon g

20240502500 00000000 0000000000000 0OO0OO0NDAPPEAR-
C3GU0O00006I00I0D0IONDO0DOIONDODNDODDOEBERADDDO D late-breaking
clinical trial

session0 00000 0O*
I000000000000000000000C3000000I00000000noouooong
0000000000 00MOD00000000000000000VUPCROOODOO60
000351%0000000000[=0.00140 *

0000000000 0000000000000000000000000000000
Ooo0ooooooig



O000000I000C3000000000000000I0000000BO000NnnnQ
oooogted
I00C3000000000OOIFDADEMADO OO ODONODODOOOONONDDO202400000000
ooooon

csluguugoboobobbodooooobonIe-
MPGNOOODOODDODOUOODOODDODOOODOODDOODOOICompCured OO O Marianne
SilkiOrNielsenD O D D OODOOOoOooOoOobocaoboobooobobooboobobmmbo
goobbobbtoogoouoobbcsbbboooobioooobbbobbooogao
gogboboobbuodoggobobobbdoooooboobbicagobooboooooan
goobbobboooibbboododoobobobbbooooobobbobbobomoboboD
goboboobbiobbobobboogoooibboombobbbooooouoboboobboaa
gooboboboboogooo

00000000000000000000000eGFROOOOOOOOOOOOIOODOO
O0000000000000060000+2.2 mL/min/1.73

m’pE0.19450 000000000000 !
I0000000000000000000000000000000000000000000d
O00000000000000

Newcastle UniversitylFaculty of Medical Sciences0 0 0000 O OOOOOOOOOOIAPPEAR-
cicOOO0OO0OD0OODavidKavanaghD OO0 OO0 0OO0O0OODOODOODOODOODOOOOOODOODO
golicdibboboobooobodonoobooooooooooooboobocsnood
OO000000O0bO0O0DOO0DOOooooooo0oo0ooooooooDOOoDbDOoomoooonog
gbodoooidbooooboonoouotdotooooobooooooooooooooad
iCc30b00oooobooDoDooooooooomooobob0bOoooomooDooon
doddoodoidoboobocaduooooobooobooboobooboooouooooaa
OO000DO0oO00oO00000000dDbOO0DOO0oDO0ooooooooooooooooDoOooDaon
odotoooooboooououoooooo

APPEAR-C3GL UU0OU0OBODDODOUOUO0OU00O0ODDIOUOnbbbbb0oooon
gooobooooodd

guooiooobbuooooooobood
0000%00000000000000000000000000000000

ERADDODDOOINODODONDONODDONDODONDNONONODODNONONNONONOOooooooooon
O0gAD D 000000 ODatrasentan O INMOALIGNDO D O360 0 000000000IC30000
0000000000 ND00000D0DD330000000n0N00000ooongAdOdnn
0D0000zigakibartD 10O DO MOODOOIC3D 0000000000000 0O00aHUSO
000000000000000000000®eiey

goooboboobooboboobuooboboobuoobboobooboboobUoob bavid
Soergel, MD.OINDOOODOODDOIDDO0OODOODDO0ODOIODIODOODDOODOOD
goobbbbboodoggobbobobbuduiAPPEAR-CIGL U UOUOOIDDODOOOOOd
goobobbboimobbobbbdoooobobobobbooooobobobbbboooooo
goobobboogodgoboobobbugooooboobbooubbboooooo

APPEAR-C3GU O U DO OU

APPEAR-C3GNCTO48176180 0 0 IC3 D DO 000000 D DO D ORO0 mgld 100 20 O



0000000000000 000000000mMDOI000000000I0000moonn
mooooooooo 23

oo oc3on

0oooomooooo

oogooc3n0oooooooooooon?®

000000000000 000000000000000000101000000000
0060000000000 0IN0O00000000000N00N00DN00N00NOooooooon
0000000000000000006e00000000000000000O0O0O 230

0000000000000 000000000000000000000240000000UP
CRODOODOOOOOeODODOOO

ooooooon?®

000000000000 0000000000000000120000000000000
000000000060

0000012000 000000000000°23

0000000000 000000GFRODODINDONODOODOODOODDONDODODOD
eGFRO O 015%0 0 0UPCROS50% 00000000000 0O0O0N0N0O0O0OO0OONODOOO
00000000000 MO000000000000D000o0-00000000][FACIT-
Fatigue score] 0D 0M OO0 I0000000OO 23

gooogoboogon
00000000 000000B00000O0OOOOOOODO0OO 0

000000000000000000000C3000aHUSIIC-MPGNILNO OO OO0ODO0O
000000000000 0000000000000000000000000000000
00000000 00ooooQg?2eitr

000000000000 00000000000000000000

D000000N000000000000000000000FNHOOOOOOOO000
0020230120 0 FDARRO24050 00 EMAD DD OO OOOO 2422

c3auggog

c3ooooooon

0000000000000 000

ooooooon4se

000 ooo0100000000102000000000000000MPGNOODODCS3
ooooooooo“n

C30000I000000000N0NN00N00N00N0oN0oNo0mooN0n0onoooorn
oooo

oo0ooooon

O00000000000C300

Ooo0oooooooonp 42022

4,7,20,21,22

0C300000050% 00000100 000000000000 000000000000000
O00oooooo®msswl0oc30i0d00Nooooooooooooooon 224226



Joboooboooobboobooobooon

goobbobobboogogoobbobob40bbbgoooibbdoooobobobobbooa
goobbobboooooobobobbioooooboobbbbboobbbbbboooooo
gobobbobbuoooooobobbooooood
goobobobboooooobbbbOigAtd O0ic3h OlaHUSHC-MPGNILND D OO O d
goboboobboboogoooobobbbdoogooboobbooooooobboobobouoga
gooibbobobodooooobbobbboooooob bbb boooo
goobbobbboodoooobobobobboogooood

oo

guoooboibbboooobobbbuooooobbboooooobbibbogoa
goiboigbbbobboogooibbbuooogoboobbuooooobiooog
guoobobbouoooooobouoobbbimbobbbuoooioooobbouoa
gobobbbboddgddrorm20-FO 0D OOOOO0OO0

ooogoogon

gbodoooiiodooooodimoibtbimdotoooooboobououooogo
000000000 DbOO0bO0WoooooooooooobommobobOoooooooog
00000000000 0000000 (Reimagining Medicine)lOD 0000000 OoOoooOOO
O0000000bOO0D2500000000000D00D00DODODOODOODODODODODOOO
0 O Ohttps://lwww.novartis.com

0000000000000 0O0O0DODOO000O0O0O0OO0Facebook LinkedIn X/Twitter Instagram

gd

goadad

1. Kavanagh D, Bomback A, Vivarelli M, et al. Efficacy and Safety of iptacopan in Patients with
C3 Glomerulopathy: Results from the Phase 3 APPEAR-C3G Trial. Presented at European
Renal Association (ERA) Congress; May 25, 2024; Stockholm, Sweden.

2. ClinicalTrials.gov. NCT04817618. A Multicenter, Randomized, Double-Blind, Parallel Group,
Placebo-Controlled Study to Evaluate the Efficacy and Safety of iptacopan (LNP023) in
Complement 3 Glomerulopathy (APPEAR-C3G). Available from:
https://clinicaltrials.gov/study/NCT04817618. Accessed May 2024.

3. Bomback AS, Kavanagh D, Vivarelli M, et al. Alternative Complement Pathway Inhibition with
iptacopan for the Treatment of C3 Glomerulopathy - Study Design of the APPEAR-C3G Trial.
Kidney Int Rep. 2022;7(10):2150-2159. doi:10.1016/j.ekir.2022.07.004

4. Schena FP, Esposito P, Rossini M. A Narrative Review on C3 Glomerulopathy: A Rare Renal
Disease. Int J Mol Sci. 2020;21(2):525. doi:10.3390/ijms21020525

5. Smith RJ, Alexander J, Barlow PN, et al. New Approaches to the Treatment of Dense Deposit
Disease. J Am Soc Nephrol. 2007;18(9):2447-2456. doi:10.1681/ASN.2007030356

6. Martin B, Smith RJH. In: Adam MP, Feldman J, Mirzaa GM, et al., editors. C3
Glomerulopathy. GeneReviews[] [Internet]. Updated 2018. University of Washington, Seattle;
1993-2024. Available from: https://www.ncbi.nlm.nih.gov/books/NBK1425/. Accessed May
2024.



10.

11.

12.

13.

14.

15.

16.

17.

18.

19.
20.

21.

. Smith RJH, Appel GB, Blom AM, et al. C3 Glomerulopathy - Understanding a Rare

Complement-Driven Renal Disease. Nat Rev Nephrol. 2019;15(3):129-143.
doi:10.1038/s41581-018-0107-2

. Goodship TH, Cook HT, Fakhouri F, et al. Atypical Hemolytic Uremic Syndrome and C3

Glomerulopathy: Conclusions from a ““Kidney Disease: Improving Global Outcomes’” (KDIGO)
Controversies Conference. Kidney Int. 2017;91(3):539-551. doi:10.1016/j.kint.2016.10.005

. Kidney Disease: Improving Global Outcomes (KDIGO) Glomerular Diseases Work Group.

KDIGO 2021 Clinical Practice Guideline for the Management of Glomerular Diseases. Kidney
Int. 2021;100(4S):S1-S276. doi:10.1016/j.kint.2021.05.0211.

ClinicalTrials.gov. NCT04889430. A Multicenter, Single-Arm, Open Label Trial to Evaluate
Efficacy and Safety of Oral, Twice Daily LNP023 in Adult aHUS Patients Who Are Naive to
Complement Inhibitor Therapy (APPELHUS). Available from:
https://clinicaltrials.gov/study/NCT04889430. Accessed May 2024.

ClinicalTrials.gov. NCT05755386. A Multicenter, Randomized, Double-Blind, Parallel Group,
Placebo-Controlled Study to Evaluate the Efficacy and Safety of iptacopan (LNP023) in
Idiopathic Immune Complex Mediated Membranoproliferative Glomerulonephritis (IC-MPGN)
(APPARENT). Available from: https://clinicaltrials.gov/study/NCT05755386. Accessed May
2024.

Thompson A, Carroll K, Inker LA, et al. Proteinuria Reduction as a Surrogate End Point in
Trials of IgA Nephropathy. Clin 3 Am Soc Nephrol. 2019;14(3):469-481.
doi:10.2215/CJIN.08600718

Caravaca-Fonta n F, Di az-Encarnacié n M, Cabello V, et al. Longitudinal Change in Proteinuria

and Kidney Outcomes in C3 Glomerulopathy. Nephrol Dial Transplant.
2022;37(7):1270-1280. doi:10.1093/ndt/gfab075

Heerspink HJL, Jardine M, Kohan D, et al. ALIGN Phase 3 Primary Endpoint Analysis:
Atrasentan Shows Significant Reduction in Proteinuria in Patients with IgA Nephropathy.
Presented at European Renal Association (ERA) Congress; May 25, 2024; Stockholm,
Sweden.

Nester CM, Eisenberger U, Karras A, et al. Update to the Long-Term Safety and Efficacy of
iptacopan in C3G: 33-Month Extension Study Data from Patients Enrolled in a Phase 2 Study.
Presented at European Renal Association (ERA) Congress; May 25, 2024; Stockholm,
Sweden.

Barratt J, Kooienga L, Agha |, et al. One Year of Zigakibart Treatment Shows Clinically
Meaningful Proteinuria Reduction and Good Tolerability in a Phase 1/2 Study of IgA
Nephropathy. Presented at European Renal Association (ERA) Congress; May 25, 2024;
Stockholm, Sweden.

ClinicalTrials.gov. NCT05268289. An Adaptive, Randomized, Double-Blind, Dose Exploration,
Parallel Group, Placebo Controlled, Multicenter Phase 2 Trial to Evaluate the Efficacy, Safety
and Tolerability of LNP023 in Combination with Standard-of-Care with and without Oral
Corticosteroids in Patients with Active Lupus Nephritis Class IlI-IV, +/- V. Available from:
https://clinicaltrials.gov/study/NCT05268289. Accessed May 2024.

Novartis. Novartis receives FDA approval for Fabhaltall (iptacopan), offering superior
hemoglobin improvement in the absence of transfusions as the first oral monotherapy for
adults with PNH. Available from: https://www.novartis.com/news/media-releases/novartis-
receives-fda-apprl. Accessed May 2024.

Novartis Data on File.

Medjeral-Thomas NR, O'Shaughnessy MM, O'Regan JA, et al. C3 Glomerulopathy:
Clinicopathologic Features and Predictors of Outcome. Clin J Am Soc Nephrol.
2014;9(1):46-53. d0i:10.2215/CJIN.04700513

Ravindran A, Fervenza FC, Smith RJH, Sethi S. C3 Glomerulopathy Associated with



Monoclonal Ig is a Distinct Subtype. Kidney Int. 2018;94(1):178-186.
doi:10.1016/j.kint.2018.01.037

22. Caravaca-Fonta n F, Lucientes L, Cavero T, Praga M. Update on C3 Glomerulopathy: A
Complement-Mediated Disease. Nephron. 2020;144(6):272-280. doi:10.1159/000507254

23. Servais A, NolJ | LH, Roumenina LT, et al. Acquired and Genetic Complement Abnormalities
Play a Critical Role in Dense Deposit Disease and Other C3 Glomerulopathies. Kidney Int.
2012;82(4):454-464. doi:10.1038/ki.2012.63

24. Zand L, Lorenz EC, Cosio FG, et al. Clinical Findings, Pathology, and Outcomes of C3GN
after Kidney Transplantation. J Am Soc Nephrol. 2014;25(5):1110-1117.
doi:10.1681/ASN.2013070715

25. Regunathan-Shenk R, Avasare RS, Ahn W, et al. Kidney Transplantation in C3
Glomerulopathy: A Case Series. Am J Kidney Dis. 2019;73(3):316-323.
doi:10.1053/j.ajkd.2018.09.002

26. Caravaca-Fonta n F, Polanco N, Villacorta B, et al. Recurrence of Immune Complex and
Complement-Mediated Membranoproliferative Glomerulonephritis in Kidney Transplantation.
Nephrol Dial Transplant. 2023;38(1):222-235. doi:10.1093/ndt/gfac148

gobobbobbbdgogoobobbooibbbobbboddooobobioooobubo
gooboobooogo
goiogoggobobobboooooond

Source URL: https://prod1.novartis.com/jp-ja/news/media-releases/prkk20240611-2
List of links present in page

¢ https://prod1.novartis.com/jp-ja/jp-ja/news/media-releases/prkk20240611-2

* https://www.novartis.com/

* https://www.facebook.com/novartis/

¢ https://lwww.linkedin.com/company/novartis-japan/

¢ https://twitter.com/Novartis

* https://lwww.instagram.com/accounts/login/?next=https%3A//www.instagram.com/novartis/%3
Fnext%3D%252Fpmineiro%252F%26h1%3Dja

* https://clinicaltrials.gov/study/NCT04817618

¢ https://www.ncbi.nim.nih.gov/books/NBK1425/

* https://clinicaltrials.gov/study/NCT04889430



* https://clinicaltrials.gov/study/NCT05755386

¢ https://clinicaltrials.gov/study/NCT05268289

¢ https://www.novartis.com/news/media-releases/novartis-receives-fda-approval-fabhalta-iptaco
pan-offering-superior-hemoglobin-improvement-absence-transfusions-first-oral-monotherapy-
adults-pnh


http://www.tcpdf.org

