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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 KiniksatƘŀǊƳŀŎŜǳǘƛŎŀƭǎΣ [ǘŘΦ όŀƴŘ ƛǘǎ ŎƻƴǎƻƭƛŘŀǘŜŘ ǎǳōǎƛŘƛŀǊȅΣ ǘƻƎŜǘƘŜǊΣ ǳƴƭŜǎǎ ŎƻƴǘŜȄǘ ƻǘƘŜǊǿƛǎŜ ǊŜǉǳƛǊŜǎΣ άKiniksaΣέ άǿŜέ ƻǊ 
άƻǳǊέύΦ  Lƴ ǎƻƳŜ ŎŀǎŜǎΣ ȅƻǳ Ŏŀƴ ƛŘŜƴǘƛŦȅ ŦƻǊǿŀǊŘ ƭƻƻƪƛƴƎ ǎǘŀǘŜƳŜƴǘǎ ōȅ ǘŜǊƳǎ ǎǳŎƘ ŀǎ άƳŀȅΣέ άǿƛƭƭΣέ άǎƘƻǳƭŘΣέ άŜȄǇŜŎǘΣέ άǇƭŀƴΣέ άŀƴǘƛŎƛǇŀǘŜΣέ άŎƻǳƭŘΣέ άƛƴǘŜƴŘΣέ άƎƻŀƭΣέ άŘŜǎƛƎƴΣέ άǘŀǊƎŜǘΣέ 
άǇǊƻƧŜŎǘΣέ άŎƻƴǘŜƳǇƭŀǘŜΣέ άōŜƭƛŜǾŜΣέ άŜǎǘƛƳŀǘŜΣέ άǇǊŜŘƛŎǘΣέ άǇƻǘŜƴǘƛŀƭέ ƻǊ άŎƻƴǘƛƴǳŜέ ƻǊ ǘƘŜ ƴŜƎŀǘƛǾŜ ƻŦ ǘƘŜǎŜ ǘŜǊƳǎ ƻǊ ƻǘƘŜǊsimilar 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 and corporate goals, potential acquisitions and collaborations, product development activities, clinical trials andother 
studies, regulatory and other applicable authority submissions, applications and approvals, our pre-commercial efforts, potential value drivers for the company, potential market 
opportunities and competitive position, and  plans for capital allocation.

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 discussed ǳƴŘŜǊ ǘƘŜ ŎŀǇǘƛƻƴ άwƛǎƪ CŀŎǘƻǊǎέ ƛƴ our Quarterly Report 
on Form 10-v ŦƛƭŜŘ ǿƛǘƘ ǘƘŜ {ŜŎǳǊƛǘƛŜǎ ŀƴŘ 9ȄŎƘŀƴƎŜ /ƻƳƳƛǎǎƛƻƴ όǘƘŜ ά{9/έύ ƻƴ August 13, 2019 and other filings subsequently filed with the SEC. These forward-looking statements 
reflect various assumptions of Kiniksa'smanagement 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. 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.

This presentation also contains estimates, projections, and/or other information regarding our industry, our business and themarkets 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 from events and circumstances reflected in this information.



VPassionate Employees 

VSequential Pipeline 

VAutoimmune and Autoinflammatory Diseases 

VStrong Biologic Rationale or Validated Mechanisms

VPotential for Multiple Indications
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Building a fully-integrated global biopharmaceutical company
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Strong 
Balance Sheet

Targeting underserved pockets of unmet medical 
need

Focusing on strong biologic rationale and/or 
validated mechanisms

Acquiring/discovering molecules aimed at 
modulating central control nodes of the immune 
system 

Allocating capital across the portfolio relative to the 
opportunity

Executing on communicated timelines
Every Second Counts!TM

Discovering Acquiring Developing Commercializing



Development strategy focused on modulating central nodes of the immune system
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IL-1ʰ ϧ IL-1ʲ
Diseases 

characterized by 
serosal inflammation 

and a clinical 
phenotype of pain

GM-CSFRh
Following the 
myeloid cell 
fingerprint in 
vasculitides, 

arthropathies and in 
oncology

OSMR̡
Diseases 

characterized by 
pruritus and/or 

barrier dysfunction 
and inflammation

CD40
Diseases 

characterized by 
aberrant Memory T-
lymphocyte activity

CD30L
T-cell dependent, B-

cell mediated 
conditions

Immune System Spectrum
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Autoinflammatory

Autoimmune
Innate Immunity Adaptive Immunity



Pipeline of product candidates across various stages of development

1) Rilonacept (ARCALYST®) is approved and marketed for cryopyrin-associated periodic syndrome, in the United States by RegeneronPharmaceuticals, Inc. We will assume the rights to this indication 
upon receiving approval for rilonacept in the recurrent pericarditis indication; 2) Chronic Idiopathic Pruritus, Chronic Idiopathic Urticaria, Plaque Psoriasis, Lichen Simplex Chronicus, Lichen Planus

Rilonacept1

IL-мʰ ϧ L[-мʲ

Mavrilimumab
GM-CSFRh

KPL-716
OSMR̡

KPL-045
CD30L

KPL-404
CD40

Recurrent Pericarditis ÅEnrolling single, pivotal Phase 3 trial

Program & Target Indication Preclinical Phase 1 Phase 2        Phase 3 Status

Giant Cell Arteritis (GCA) ÅEnrolling global Phase 2 proof-of-concept trial

Prurigo Nodularis(PN) 

Autoimmune

Autoimmune

ÅEnrolling Phase 2a trial in PN

ÅPlan to file IND in 2H 2019

Rights

Worldwide
(excluding MENA)

Worldwide

Worldwide

Worldwide

Worldwide
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ÅEnrolling exploratory Phase 2 study in 
diseases characterized by chronic pruritus

ÅPreclinical activities

Multiple Diseases 
Characterized by 
Chronic Pruritus2



Initial indications are based on validated mechanisms and/or strong biologic 
rationale

Rilonacept

IL-мʰ ŀƴŘ L[-мʲ ŎȅǘƻƪƛƴŜ ǘǊŀǇ 

Mavrilimumab
monoclonal antibody inhibitor 

blocking GM-CSFR signaling

KPL-716

monoclonal antibody inhibiting 
ǎƛƎƴŀƭƛƴƎ ǘƘǊƻǳƎƘ h{awʲ

IL-мʰ ŀƴŘ L[-мʲ ŀǊŜ ŎȅǘƻƪƛƴŜǎ ǘƘŀǘ ƘŀǾŜ 

been shown to play a key role in 

inflammatory diseases1

Interim data from Phase 2 open-label study in 
subjects with recurrent pericarditis showed 

reduction in CRP and reported pain as well as 
increase in quality of life scores

Reported data suggest GM-CSF is a key 

growth factor and cytokine in 

autoinflammation and autoimmunity2

GM-CSF and GM-/{Cwʰ ŀǊŜ ōƻǘƘ ƘƛƎƘƭȅ 
expressed in biopsies of giant cell arteritis 

patients vs. normal healthy controls

IL-31 and oncostatinM are two key 

cytokines implicated in inflammation, 

pruritus and fibrosis3

IL-омΣ h{a ŀƴŘ h{awʲ Ƴwb! ŀǊŜ ŀƭƭ 
upregulated in lesional biopsies of prurigo 

nodularissubjects vs. normal healthy controls
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1) DinarelloCA, et al. Nat Rev Drug Discov2012;11:633-652 and BrucatoA, et al. Int EmergMed 2018; 13:839ς844; 2) Wicks, Roberts, Nature Review Immunology, 2015; 
Hamilton, Expert Review of Clinical Immunology, 11:4, 457-465; 3) Feeney et al., 2015 ACR/ARHP Annual Meeting, Abstract #1914; Ruzickaet al., N EnglJ Med, 2017

Initial IndicationRationaleMechanism of Action



Targeted exploration of attractive commercial opportunities
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Rilonacept

KPL-716

Recurrent Pericarditis 
Å Painful inflammatory cardiovascular disease 
Å Recurrence burden impacts morbidity and impairs quality of life
Å No FDA-approved therapies
Å Estimated U.S. prevalence ~40K patients seeking and receiving 

medical treatment

Giant Cell Arteritis 
Å Chronic inflammation of medium-large blood vessels 
Å Acute events include permanent vision loss
Å Only one FDA-approved therapy, but unmet need remains
Å Estimated U.S. prevalence ~75K-150K patients

Prurigo Nodularis
Å Inflammatory skin disease characterized by pruritic lesions
Å Intense desire to scratch results in a decrease in quality of life
Å Limited and ineffective treatment options
Å Estimated U.S. prevalence ~300K patients

Mavrilimumab

IL-1 mediated inflammatory 
cardiovascular conditions

Vasculitidesand inflammatory 
cardiomyopathies

Chronic pruritic conditions where 
inflammation and fibrosis may 

be present

Autoinflammatory
Diseases

Expansion Potential



Clinical Development

Rights

Competition3

Mechanism of Action1

Addressable Population2

Lead Indication

Opportunity in an inflammatory cardiovascular disease with no currently-approved therapies

1) Brucatoet al. JAMA. 2016, 316 (18): 1906-1912; ArcalystPrescribing Information; 2) IQVIA PharMetricsPlus Claims Data 1/1/2013-3/31/2018; ClearViewAnalysis, 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; 3) Drugs@FDA: ArcalystPrescribing Information, IlarisPrescribing Information, Kineret Prescribing Information; Kaiser et al. 
RheumatolInt (2012) 32:295ς299; Theodoropoulouet al. Pediatric Rheumatology 2015, 13(Suppl 1):P155; Fleischmann et al, 2017 ACR/ARHP Abstract 1196; Kosloskiet al, J of Clin Pharm 2016, 56 (12) 1582-1590; Cohen et al. Arthritis 
Research & Therapy 2011, 13:R125; Cardielet al. Arthritis Research & Therapy 2010, 12:R192; Hong  et al. Lancet Oncol 2014, 15: 656-666; 4) Rilonacept (ARCALYST®) is approved and marketed for cryopyrin-associated periodic 
syndrome, in the United States by Regeneron Pharmaceuticals, Inc. We will assume the rights to this indication upon receivingapproval for rilonacept in the recurrent pericarditis indication.

Rilonacept ςPhase 3
(IL-1 ahnd IL-1 c̡ytokine trap)

Rilonacept Mavrilimumab KPL-716 KPL-404 KPL-045

Recurrent Pericarditis (approved in the U.S. for CAPS4, a rare autoinflammatory disease)

IL-1ʰ ŀƴŘ L[-м c̡ytokine trap

No FDA-approved therapies for recurrent pericarditis; differentiated from other marketed IL-1 agents

Enrolling a global, pivotal Phase 3 clinical trial (RHAPSODY)

Worldwide (excluding MENA); BLA transfers to Kiniksaupon approval in recurrent pericarditis

~14k patients in the U.S. (~3k refractory, ~6k poorly-controlled or steroid-dependent, ~5K steroid-intolerant)

9 | 13 August 2019



Pathophysiology of Recurrent PericarditisRole of IL-1 ahnd IL-1 i̡n the autoinflammatory cycle of recurrent pericarditis

The AutoinflammatoryCycle of Recurrent Pericarditis: 
Tissue damage caused by IL-мʰ ŀƴŘ L[-мʲ ƛƴ ǘƘŜ 
pericardium stimulates additional IL-мʰ ŀƴŘ L[-мʲΣ ǘƘŜǊŜōȅ 
creating a cycle of perpetual pericardial inflammation

CRP, C-reactive protein; DAMPs, damage-associated molecular patterns; IL, interleukin; 
PAMPs, pathogen-associated molecular patterns; WBC, white blood cell.

In addition to inflammatory 
cytokines such as IL-6, promotion 
and progression of the 
inflammatory process in pericarditis 
is due to IL-мʰ ŀƴŘ L[-мʲ
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