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Forward Looking Statements

This presentation (together with any other statements or information that we may make in connection herewith) contains forward-looking statements within the meaning of the 
Private Securities Litigation Reform Act of 1995 with respect to Kiniksa Pharmaceuticals, Ltd. (and its consolidated subsidiary, together, unless context otherwise requires, 
ΨYƛƴƛƪǎŀΣέ άǿŜέ ƻǊ ƻǳǊύΦ  Lƴ ǎƻƳŜ ŎŀǎŜǎΣ ȅƻǳ Ŏŀƴ ƛŘŜƴǘƛŦȅ ŦƻǊǿŀǊŘ ƭƻƻƪƛƴƎ ǎǘŀǘŜƳŜƴǘǎ ōȅ ǘŜǊƳǎ ǎǳŎƘ ŀǎ άƳŀȅΣέ άǿƛƭƭΣέ άǎƘƻǳƭŘΣέ άŜȄǇŜŎǘΣέ άǇƭŀƴΣέ άŀƴǘƛŎƛǇŀte,έ άŎƻǳƭŘΣέ άƛƴǘŜƴŘΣέ 
άǘŀǊƎŜǘΣέ άǇǊƻƧŜŎǘΣέ άŎƻƴǘŜƳǇƭŀǘŜΣέ άōŜƭƛŜǾŜΣέ άŜǎǘƛƳŀǘŜΣέ άǇǊŜŘƛŎǘΣέ άǇƻǘŜƴǘƛŀƭέ ƻǊ άŎƻƴǘƛƴǳŜέ ƻǊ ǘƘŜ ƴŜƎŀǘƛǾŜ ƻŦ ǘƘŜǎŜ ǘŜǊƳs or other similar expressions, although not all 
forward-looking statements contain these identifying words.  All statements contained in this presentation that do not relate to matters of historical fact should be considered 
forward-looking statements, including without limitation statements regarding our strategy, plans and timing for initiation of new clinical trials, potential designs of our new 
clinical trials, proposed indications for the investigation of our product candidates, plans and timing to report clinical trial data, timing for the initiation of clinical trial sites, plans 
and timing for the submission of investigational new drug and other applications and submissions to regulatory authorities, and plans and timing to advance additional pipeline 
programs into clinical trials. 

These statements involve known and unknown risks, uncertainties, and other important factors that may cause our actual results, performance or achievements to be materially 
different from those expressed or implied by the forward-looking statements, including without limitation the important factors ŘƛǎŎǳǎǎŜŘ ǳƴŘŜǊ ǘƘŜ ŎŀǇǘƛƻƴ άwƛǎƪ CŀŎǘƻǊǎέ ƛƴ ƻǳǊ 
Quarterly Report on Form 10-v ŦƛƭŜŘ ǿƛǘƘ ǘƘŜ {ŜŎǳǊƛǘƛŜǎ ŀƴŘ 9ȄŎƘŀƴƎŜ /ƻƳƳƛǎǎƛƻƴ όά{9/έύ ƻƴ !ǳƎǳǎǘ тΣ нлму ŀƴŘ ƻǳǊ ƻǘƘŜǊ ǊŜǇƻǊǘǎ subsequently filed with the SEC. These 
forward-looking statements reflect various assumptions of Kiniksa's management that may or may not prove to be correct.  No forward-looking statement is a guarantee of 
future results, performance, or achievements, and one should avoid placing undue reliance on such statements. 

This presentation also contains estimates, projections, and other information regarding our industry, our business and the markets for certain of our product candidates, 
including data regarding the estimated size of those markets, and the incidence and prevalence of certain medical conditions.Unless otherwise expressly stated, we obtained 
this industry, business, market and other data from reports, research surveys, clinical trials, studies and similar data prepared by market research firms and other third parties, 
from industry, medical and general publications, and from government data and similar sources. Information that is based on estimates, forecasts, projections, market research, 
or similar methodologies is inherently subject to uncertainties and actual events or circumstances may differ materially fromevents and circumstances reflected in this 
information.

Except as otherwise indicated, this presentation speaks as of the date of this presentation. We undertake no obligation to update any forward-looking statements, whether as a 
result of new information, future events or otherwise.
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A company with a sequential pipeline, 
FIRMLY rooted in strong biologic 

rationale or validated mechanisms, 
potential for multiple indications, and 
designed to deliver near-, mid- and 

long-term value
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The Kiniksa senior team has extensive experience in drug development and 
commercialization of valuable therapies
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Sanj K. Patel
Chairman & Chief Executive Officer

Steve Mahoney
President & Chief Operating Officer

John Paolini
Chief Medical Officer

Christine  Maurer
SVP Program Management 

Carsten Boess
Corporate Affairs

Chris Heberlig
Chief Financial Officer

Eben Tessari
Chief Business Officer
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Build Core Capability in Autoimmune and 
Autoinflammatory Diseases

Identify New Products

Building a fully-integrated global biopharmaceutical company

Rapid Product Development

Focus on the Patients

Expand Existing Portfolio Across 
Multiple Indications

Discovering, acquiring, developing and commercializing life-changing therapies for debilitating diseases
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Å Deep literature and KOL reviews to map diseases 
with a specialty call point on two main axes:

ÅClear Biology

ÅUnmet need

ÅDifferentiation

ÅStrict criteria / filter for:

ÅMarket size / prevalence

ÅLevel of competition

ÅHighly selective filter Ą 5 assets acquired out of 
>1k reviewed

Strategic approach to building a portfolio

6

Identified pockets of unmet need ripe for innovation across a range of autoinflammatory & autoimmune diseases

Rilonacept

Innate 
Modulator

Adaptive 
Modulator

Autoinflammatory

Autoimmune

Mavrilimumab

KPL-716

KPL-045

KPL-404
Indications

Immunity
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A sequential pipeline across various stages of development

Program & Target
Preclin

Rilonacept1

IL-мʰ ϧ L[-мʲ

1 2
Status and Anticipated Next Milestone Rights

Lead
Indication

Recurrent 
Pericarditis

ÅExpect to report additional data from ongoing open-label Phase 2 
proof-of-concept trial in 2H 2018

ÅPlan to advance to a pivotal Phase 3 trial in 2H 2018

Worldwide 
(excluding 
MENA)

Prurigo 
Nodularis / 
Atopic Derm

ÅPlan advancement into multiple chronic pruritic diseases, including 
prurigo nodularis

ÅOngoing repeat single-dose Phase 1b trial in subjects with AtD

KPL-716
h{awʲ

Worldwide

ÅIND filing planned for 2H 2019 Worldwide

ÅIND filing planned for 2H 2019
Exclusive Option 
for Worldwide

Giant Cell 
Arteritis

ÅPlan to advance to a Phase 2 proof-of-concept trial in 2H 2018
Mavrilimumab
GM-/{Cwʰ

Worldwide

KPL-0452

CD30L

KPL-4042

CD40

Autoimmune

Autoimmune

3

Phase

1) Rilonacept (ARCALYST®) is approved and marketed for cryopyrin-associated periodic syndrome, in the United States by Regeneron. We will assume the rights to this indication upon receiving approval for rilonacept in the recurrent 
pericarditis indication; 2) We are planning IND-enabling studies for both KPL-045 and KPL-404 in T-cell-dependent, B-cell-mediated diseases, such as pemphigus/pemphigoid, myasthenia gravis, or graft versus host disease.
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Designed to deliver near-, mid- and long-term value
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An opportunity in an inflammatory cardiovascular disease with established proof-of-concept and no 
currently-approved therapies

Lead Indication Å Recurrent Pericarditis

Patient Population1

Å ~90k patients in the US experience an acute incident of pericarditis per year
Å ~3krefractory patients and ~9k who are not well-managed on existing therapies in the US
Å Incremental opportunity as a steroid-sparing agent and to treat Post Pericardiotomy and Dressler Syndromes

Mechanism of Action2
Å IL-мʰ ŀƴŘ L[-мʲ ŎȅǘƻƪƛƴŜ ǘǊŀǇ 
Å Inhibition of IL-1 has been shown to be instrumental in the resolution of recurrent pericarditis

Competition3 Å No currently-approved therapies
Å Differentiated from both existing marketed IL-1 agents

Clinical Development
Å Expect to report additional data from ongoing open-label Phase 2 proof-of-concept trial in 2H 2018
Å Plan to advance to a pivotal Phase 3 trial in 2H 2018

Mavri

Phase 2-ready

8

Rilonacept

KPL-716

Phase 1a/1b

KPL-045

Pre-IND

KPL-404

Pre-IND

Approved for CAPs in US as ARCALYST

Phase 2

1) UptoDate, Trinity Partners, Mayo Clin Proc.  2010 ;85 (6): 572-593; New Diagnostic Criteria for Acute Pericarditis: A Cardiac MRI Perspective, 2015 American College of Cardiology; 2) Brucato etal. JAMA. 2016, 316 (18): 1906-1912; Arcalyst 
Prescribing Information; 3) Drugs@FDA: Arcalyst Prescribing Information, Ilaris Prescribing Information, Kineret Prescribing Information; Kaiser et al. Rheumatol Int (2012) 32:295ς299; Theodoropoulou et al. Pediatric Rheumatology 2015, 
13(Suppl 1):P155; Fleischmann et al, 2017 ACR/ARHP Abstract 1196; Kosloski et al, J of Clin Pharm 2016, 56 (12) 1582-1590; Cohen et al. Arthritis Research & Therapy 2011, 13:R125; Cardiel et al. Arthritis Research & Therapy 2010, 12:R192; Hong  
et al. Lancet Oncol 2014, 15: 656-666
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The role of IL-мʰ ǎƛƎƴŀƭƛƴƎ ƛƴ ǘƘŜ ǇŀǘƘƻƭƻƎȅ ƻŦ ǊŜŎǳǊǊŜƴǘ ǇŜǊƛŎŀǊŘƛǘƛǎ ŀƴŘ 
multiple diseases of sterile serosal inflammation

9

Proof-of-concept in RIP shown by anakinra 
(daily sc-administered IL-мʰ ŀƴŘ L[-мʲ 
blocker) in AIRTRIP study

Patients With Recurrent Pericarditis Free of Relapse in the Double-Blind Withdrawal 
Phase, From Day 0 to Day 180 After Randomization (Intention-to-Treat Analysis)

IL-1 -̡only inhibition does not work 
in this patient population

IL-1ʰ ǎƛƎƴŀǘǳǊŜ ŀŎǊƻǎǎ ƳǳƭǘƛǇƭŜ ŘƛǎŜŀǎŜǎ 
of sterile serosal inflammation

Sources: Brucato et al. JAMA. 2016, 316 (18): 1906-1912; Theodoropoulou et al. Pediatric Rheumatology 2015, 13 (Suppl 1): 155; Sapkota et al. Human Reproduction, 2015, 30 (1) 239-248 ; Mardanian et al. J Res Med Sci 2014, 19 (12), 1145-
1149; Sikora et al. Am J of Reproductive Immunology, 2012, 68, 138-145;  Hudelist et al. Human Reproduction 2005, 20 (6), 1695-1701; Ligumsky et al, Gut 1990, 31 (6) 686-689; Fiocchi et al. CTSC Project, Bersudsky et al. Gut 2014, 63, 598-609
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Open-label Phase 2 clinical trial of rilonacept in pericarditis populations
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Symptomatic
At least 3rd

episode
(Previous: index + 

at least 1 
recurrence) 

Rilonacept
(6 doses)
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Rilonacept KPL-716 KPL-045 KPL-404

Mavrilimumab Phase 2-ready

Phase 2 safety and efficacy data in over 550 rheumatoid arthritis subjects in the EUand mechanistic 
rationale for focusing on high unmet need vasculitides & inflammatory cardiomyopathies

Lead Indication Å Giant Cell Arteritis (GCA)

Patient Population1 Å ~75k - 150k prevalent GCA patients in the US typically treated with steroid; similar prevalence in EU

Mechanism of Action2
Å Monoclonal antibody inhibitor targeting GM-/{Cwʰ 
Å Blocks GM-CSF signaling, a key mediator of inflammation and autoimmunity

Competition3 Å Potential first-in-class molecule
Å One FDA approved therapy for GCA but there is still a persistent unmet need

Clinical Development Å Plan to advance to a Phase 2 proof-of-concept trial in 2H 2018

(KPL-301) 

Approved for CAPs in US

1) Chandran et al.,ScandJRheumatol, 2015; Trinity Consulting ςHCUP/Medicare Data, Quantitative Survey (n=102 rheumatologists); 2) Sources: Wicks, Roberts, Nature Review Immunology, 2015; Hamilton, Expert Review of Clinical 
Immunology, 11:4, 457-465; 3)Cortellis,;UpToDate; Correspondence, Trial of Tocilizumab in Giant-Cell Arteritis, NEJM, 2017
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GM-CSF implicated in the pathology of giant cell formation by promoting 
activation, differentiation, survival and proliferation of key cell types

Pathology of GCA

Initiation Phase

ÅDendritic cells (DCs) within the adventitia 
are activated 
Åpro-inflammatory cytokines such as IL-6, 

IL-12 and IL-23 are produced. 
ÅNaive T cells are activated

Maturation Phase

ÅNaïve CD4+ T cells are 
stimulated to polarize 
into TH1 and TH17 cells
ÅMacrophages are 

recruited 
ÅT cells, macrophages, 

and B cells are guided 
into the vessel wall

Chronic Phase

ÅLocal hypoxia together 
with the presence of 
macrophages and the 
resulting giant cells 
amplifies the migration 
of both inflammatory 
and resident cells

Anti-GM-CSFRh

Anti-GM-CSFRh

ÅGM-CSF is critical for the stimulation of hematopoietic 
progenitor cells in the bone marrow to generate 
differentiated myeloid-cell progeny (dendritic cells [DCs], 
neutrophils, eosinophils and monocyte/macrophages)

ÅGM-CSF enhances trafficking of these cell types through 
activated endothelium blood vessels, directly contributing 
to myeloid cell accumulation in blood vessels

ÅGM-CSF promotes activation, differentiation, survival and 
proliferation of trafficking monocytes and macrophages as 
well as resident tissue macrophages in inflamed tissues

ÅAs shown in the diagram, DCs and macrophages are critical 
in all three stages of GCA pathology; therefore, blockade of 
GM-CSF with mavrilimumab has significant potential to 
attenuate both new-onset and relapsing disease

In the chronic phase GM-CSF promotes giant cell 
formation, the hallmark pathologic finding of GCA, from 
activated macrophages 

ÅFurther evidence is provided by data showing elevation of 
GM-CSF in the lesions of GCA patients

Sources: Weyand, Ann Int Med 121:484, 1994; Watanabe Joint Bone Spine, in press; Wicks, Roberts, Nature 
Reviews Rheumatology, 2016; Dejaco et al., Nature Reviews Rheumatology, 2017
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Mavri
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Rilonacept KPL-045 KPL-404

A differentiated molecule with potential to treat a variety of pruritic and fibrotic indications

KPL-716 Phase 1a/1b

Lead Indications
Å PrurigoNodularis (PN) 
Å Atopic Dermatitis (AtD)

Patient Population1
Å PN: Estimated ~300kpatients in the US
Å AtD: Estimated ~1 M moderate-to-ǎŜǾŜǊŜ ǇŀǘƛŜƴǘǎ ƛƴ ǘƘŜ ¦{Τ Ϥоллƪ ƻŦ ǿƘƛŎƘ ŀǊŜ ŜƭƛƎƛōƭŜ ŦƻǊ ǎȅǎǘŜƳƛŎ ōƛƻƭƻƎƛŎǎ

Mechanism of Action2
Å aƻƴƻŎƭƻƴŀƭ ŀƴǘƛōƻŘȅ ƛƴƘƛōƛǘƻǊ ƻŦ ǎƛƎƴŀƭƛƴƎ ǘƘǊƻǳƎƘ h{awʲ
Å h{awʲ ƛǎ ŀ ƪŜȅ ǊŜŎŜǇǘƻǊ ǎǳōǳƴƛǘ ǳǎŜŘ ōȅ ǘǿƻ ƛƴŦƭŀƳƳŀǘƻǊȅ ŎȅǘƻƪƛƴŜǎΣ L[-31 and Oncostatin M

Competition3 Å Potential for differentiated efficacy and safety
Å Competitors block either IL-31 or OSM alone 

Clinical Development
Å Plan advancement into multiple chronic pruritic diseases, including prurigo nodularis
Å Ongoing repeat single-dose Phase 1b trial in subjects with AtD

Approved for CAPs in US

1)Trinity Consulting - HCUP/Medicare Data 2012/2013; Quantitative Survey (n=100 dermatologists);5ŀƴǘŀǎΣ нлмрΣ άtǊŜǾŀƭŜƴŎŜ ƻŦ ŘŜrmatoses in dermatologic evaluation requests from patients admitted to a tertiary hospital for 10 
ȅŜŀǊǎέΤMortz et al.,BritisJournal of Dermatology, 2001; 2) Trinity Qualitative Interviews; 3) Simpson et al., NEnglJ Med, 2016;Ruzickaet al., NEnglJ Med, 2017; Reid et al., 2016 ACR Abstract # 1881;Cortellis



9 October 2018

KPL-716 inhibits IL-31 & OSM signaling through OSMR̡but avoids inhibiting 
signaling critical to hematopoiesis through OSM/LIFR

14

Many cell types
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KPL-716 demonstrated potential efficacy in two validated primate models of 
pruritus and inflammation after a single dose

15

Single dose of KPL-716 increased tail withdrawal latency Ą
implicates h{awʲ ƛƴ ǘƘŜ ƛƴŦƭŀƳƳŀǘƻǊȅ ǊŜǎǇƻƴǎŜ

A single dose of KPL-716 inhibited pruritic response driven by 
supraphysiologic levels of IL-31 for over 2 weeks at 3mg/kg

NHP Model of Pruritus1 NHP Model of Inflammation1

мύ ¦ƴǇǳōƭƛǎƘŜŘ ŘŀǘŀΥ ƴƻǘ ǘƻ ōŜ ǊŜǇǊƻŘǳŎŜŘ ǿƛǘƘƻǳǘ YƛƴƛƪǎŀΩǎ ŜȄǇǊŜǎǎ ǇŜǊƳƛǎǎƛƻƴ


