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L
Forward Looking Statements

This presentation (together with any other statements or information that we may make in connection herewith) containsoekarg statements within the meaning of the

Private Securities Litigation Reform Act of 1995 with respect to Kiniksa Pharmaceuticals, Ltd. (and its consolidatey, sofpsttier, unless context otherwise requires,
WYAYAlAal Z¢ HPHBE QAN RAANDE2 dzLYPl Yy ARSYUGATFE F2NBINR t221Ay3 adl 6SYeSy @D2ad RES NMA yai
GOFNBSGZ¢ aLINR2SO0z¢e GO2ydSYLIX (0S32¢é ao0StASOSsTE &S adidomersidibtexpiessiuds RrkhAQugEnot altr LJ2 G Sy G A
forward-looking statements contain these identifying wordall 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 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 cladidatar 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 authwgipésysaand 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 actsigdedsuthance or achievements to be materially

different from those expressed or implied by the forwdooking statements, including without limitation the important factdtsh & Odza &8 SR dzy RSNJ 6 KS OI LI A
Quarterly Reporton Form 2 FAf SR A GK GKS {SOdzNAGASA FyR 9EOKI y3S [sabsequertiified with thedSEQ. THese 2y | d:
forward-looking statements reflect various assumptions of Kiniksa's management that may or may not prove to be correct.afdddoking 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 regardirigdustry, our business and the markets for certaiowfproduct candidates,

including data regarding the estimated size of those markets, and the incidence and prevalence of certain medical cthdissnstherwise expressly stated, we obtained

this industry, business, market and other data from reports, research surveys, clinical trials, studies and similar dedd Ipyaparket research firms and other third parties,
from industry, medical and general publications, and from government data and similar sdafoasation that is based on estimates, forecasts, projections, market research,
or similar methodologies is inherently subject to uncertainties and actual events or circumstances may differ materiahefsand circumstances reflected in this
information.

Except as otherwise indicated, this presentation speaks as of the date of this presentation. We undertake no obligatatetanypforwardiooking statements, whether as a
result of new information, future events or otherwise.
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KINIKSA

A company with a sequential pipeline
FIRMLY rooted in strong biologic
rationale or validated mechanisms,
potential for multiple indications, and

designed to deliver neamid and
long-term value




The Kiniksa senior team has extensive experience in drug development anc
commercialization of valuable therapies

Sanj K. Pate
Chairman & Chief Executive Offic

Steve Mahoney
President & Chief Operating Offic

John Paolini
Chief Medical Officel

Christine Maurer
SVP Program Manageme

Carsten Boes:
Corporate Affairs

Chris Heberlig
Chief Financial Office

Eben Tessar
Chief Business Office
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Building a fullyintegrated global biopharmaceutical company
Discovering, acquiring, developing and commercializing-ifeanging therapies for debilitating diseases

Focus on the Patients

Rapid Product Development

Expand Existing Portfolio Across
Multiple Indications

Build Core Capabillity in Autoimmune an
Autoinflammatory Diseases

|dentify New Products
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Strategic approach to building a portfolio

Autoinflammatory

Rilonacept

4 Mavrilimumab

A Deep literature and KOL reviews to map disease
with a specialty call point on two main axes:

A Clear Biology

A Unmet need KPEAO4

_ - Indications
A Differentiation

A Strict criteria / filter for:
A Market size / prevalence
A Level of competition

A Highly selective filterA 5 assets acquired out of v
>1k reviewed Autoimmune

Adaptive
Modulator

Innate
Modulator

Immunity

Identified pockets of unmet need ripe for innovation across a range of autoinflammatory & autoimmune dise:
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A seqguential pipeline across various stages of development
Designed to deliver near mid- and longterm value

Program & Target Lead Phase S d Anticipated Next Mil Right
Og a a ge |ndicati0n Preclin 1 2 3 tatus an ntICIpate ext Milestone g S

_ R AExpect to report additional data from ongoing opleibel Phase 2 Worldwide
Rilonacept F)ec_urrilr_\t_ _ proof-of-concept trial in 2H 2018 (excluding
ILm o ad L[ ericarditis APlan to advance to a pivotal Phase 3 trial in 2H 2018 MENA)
Mavrilimumab Giant Cell L Worldwide
GM/ { Cwh Arteritis _ APlan to advance to a Phase 2 prodfconcept trial in 2H 2018
KPL716 Prurigo APIaq advancement into multiple chronic pruritic diseases, including
o -0 Nodularis / - prurigo nodularis Worldwide

{awl Atopic Derm AOngoing repeat singidose Phase 1b trial in subjects with AtD
KPLOAS Autoimmune . AIND filing planned for 2H 2019 Worldwide
CD30L
KPL404 : Exclusive Option
CD40 Autoimmune . AIND filing planned for 2H 2019 for Worldwide

1) Rilonacept (ARCALYST®) is approved and marketed for crhagspamted periodic syndrome, in the United States by Regendienwill assume the rights to this indication upon receiving approval for rilonacept in the recurrent
pericarditis indication; 2) We are planning HéBabling studies for both KR145 and KRU04 in TFcelkdependent, Bcelkmediated diseases, such as pemphigus/pemphigoid, myasthenia gravis, or graft versus host disease.
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Rilonacep\\/"// Phase 2

An opportunity in an inflammatory cardiovascular disease with established probiconcept and no
currently-approved therapies

Lead Indication A Recurrent Pericarditis

~90k patients in the US experience an acute incident of pericarditis per year
~3krefractory patients and ~9k who are not walanaged on existing therapies in the US
Incremental opportunity as a sterogparing agent and to treat Post Pericardiotomy and Dressler Syndrom

ILmh MR DBRG21AYS NI LJ
Inhibition of 11 has been shown to be instrumental in the resolution of recurrent pericarditis

Patient Population

Mechanism of ActioA

No currentlyapproved therapies
Differentiated from both existing marketed-lLagents

o T>o  To o T o Ix

Competitior?

Clinical Developbment A Expect to report additional data from ongoing oplabel Phase 2 proajf-concept trial in 2H 2018
P A Plan to advance to a pivotal Phase 3 trial in 2H 2018

1) UptoDate, Trinity Partner®ayo Clin Proc. 2010 ;85 (6): 5323; New Diagnostic Criteria for Acute Pericarditis: A Cardiac MRI Perspective, 2015 American College of Cardiology; 2)aBrikdié.e2016, 316 (18): 190612; Arcalyst

Prescribing Information; 3rugs@FDA: Arcalyst Prescribing Information, llaris Prescribing Information, Kineret Prescribing Information; Kaieehatol Int (2012) 32:28399; Theodoropoulou et al. Pediatric Rheumatology 2015,

13(Suppl 1):P155Fleischmann et al, 2017 ACR/ARHP Abstract 1196; Kosloski et al, J of Clin Pharm 2016, 56132):C58®n et al. Arthritis Research & Therapy 2011, 13:R125; Cardiel et al. Arthritis Research & Therapy 2010, 12:F\’KI}-N I KSA
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multiple diseases of sterile serosal inflammation

Proofof-concept in RIP shown by anakinra IL-1i -only inhibition does not work Ik1h AATJY Ll 0dzZNBE | ONER
(daily secadministered Ikemh | yiR L [ In this patient population of sterile serosal inflammation
blocker) in AIRTRIP study

Anakinra in Patients with Corhco-Dcpcndel_'\f Teadompotos o & Fea: Srumahay 2, B o o \
Idiopathic Recurrent Pericarditis: A Randomised Fae FHEUMATOLOGY Association between endometriosis and
DOUb'C'B“ﬂd PlOCCbO'CoanOHCd Withdrawal Trial the interleukin 1A (,L,A) locus

AIR TRIP = AnakinRa - Treatment of Recurrent A case of corticosteroid-dependent recurrent P —— v—

|di0pathic Perical’ditis pericalirditis Wlth diﬁ:erent response tO tWO ”-_1 The diagnostic role of cervico-vaginal fluid interleukins-1a in end iosis: A case-
blocking agents control study
. \eodoropoulon’, A von Schever-Géte § Bressiew-Deguekdre. M Prsa F Angelini, T Soulos, M Hofer Imbalance in Cytokines from Interleukin-1 Family - Role in
Antonio Brucato, Massimo Imazio, Silvia Maestroni, Davide * F Thecderopeudou A von ressrceguelie M Frss FAngeint T Boulos, M Fok Pathogenesis of Endometriosis

Faustino S‘umefcﬁ , Anna gglenﬁ ! Ren_io fzqrcoﬂm‘gloéeeorae i Fom :tnhm,"n:my Conges of Pl et P and yic Auinanatony i i wemlmsehsen R
Lazaros, Mara Carraro, Fiorenzo Gaita, Gian rre, Martina ' s P T
Finetti, Marco Gattorno and Alberto Martini.

Introduction months later, while being in complete remission. anakinra
Recurent pericarditis (RF) has a controversial was replaced with canakinumab {2mg/kg/dose) due to =) gcs 41 . .
ot crose fotite s an ot ooty pasents molerance of daly mjecione Gne week nter, Interleukin 1« and tissue-lytic matrix metalloproteinase-1
pathways. It has been suggested that in some cases it might  the patient experienced a new episode of pericarditis v 2 H J ats "
et coogizet st Bmaton desse. Recemt et g bty T ek et ot are elevated in ectopic endometrium of patients with
- H - o H H dies have demonstrated that anakinra, an interleukin-1  ing steroid tapering, after 6 weeks and 2 months, in spite 1ncic
Patients With Recurrent Pericarditis Free of Relapse in the Dotitliad Withdrawal receptar antagonist (IL. IRA), reprosents an effoctivetrext- _of the uptitration o canakinumab o Amg/kg/dase. Ana. endometriosis
H : 0 H for the 1 of corti id-depend 3 k ed with linical and biological
Phase, From Day 0 to Day 180 After Randomization (IntentioTreat Analysis) mentfar the contiol of eorticostercid dependent cases. inra was restarted with prompt clinical and biologica
remission and prednisone was discontinuated without
Objectives recurrence of pericarditis. Four weeks later, anakinra was Gut, 1990, 31, 686-689
Here we describe a case of cortico-dependent recurrent  spaced out every 2 days and a trestment of colchicine was
1.0+ pericarditis with a different response to two IL-1 blocking ~ added. After further 12 weeks follow-up under anakinra Role of interleukin 1 in inﬂammatory bowel disease —
- i | agents, anakinra and canakinumab. and clchicine, the pericarditis is sill in remission. . = 2 #
= 4 enhanced production during active disease
i I I Materials and methods Conclusion
= B0 = Case report. We describe a mse of steroid-dependent RF with a dra-
o ' Anakinra matic therapeutic response to IL-1RA {anakinra) but
3 Ly Results without response to IL-I monoclonal antibody (canaki-
1 ) ) °
& H A 11-year-old boy was admitted to our hospital with acute  numab). This unexpected observation could suggest that . . . . .
E 6.0 L, precordial pain, orthopnea, fever and incressed levels of  1I-lar might have & ol in the pathogenesis of R, Epithelial Cell-Derived IL-1-alpha as a Novel Danger Signal in IBD
] H acute phase reactants. Acute pericarditis was confirmed by A more precise usefulness of each IL-1 blocking agent Path .
= [ Log-rank P=.001 echocardiography and a freatment with prednisone was  requires confirmation in prospective controlled frials. athogenesis
= H started with prompt clinical improvement. Pericarditis . : ;. :
= 4.0 L____| recurred twice during steroid tapering (at 1mg/kg/day and ~ Consent te publish Fiocchi, Claudio Stylianou, Eleni
= H 0.5mg/kg/day respectively). After exclusion of infectious ~ Written informated consent for publication of their clini- Cleveland Clinic Lerner, Cleveland, OH, United States
= L - . origin, therapy with anakinra (2mg/kg/day) was estab-  cal details was obtained from the patient/parent/guardian/
=2 1 lished (to avoid long term steroid side effects) followed relative of the patient
H 2 pat
s 2.0 1 dramatic clinical response and normalisation of laboratory
8_ H flndlng.s despite tapering Ar?d dls(nnn.nuat ion of predni- Publisheck 28 Sepbernber 3015
= [ - - e [— sone. Treatment with anakinra was discontinued after 5
Placebo months with recurrence of pericarditis one week later
0 Anakinra was resumed with an excellent response. Five RIGINAL ARTICLE
T T T T T 1 dmmnmn:mu_saruswu: | 2 z
o 30 60 90 120 150 180 e e e i e e a1 Non-redundant properties of IL-1¢ and IL-1p during
Days After Randomization Slocking sqemts e Pewnelobay 4 Wes 171 acute colon inflammation in mice
P ———

SourcesBrucato et al. JAMA. 2016, 316 (18): 1:994.2; Theodoropoulou et al. Pediatric Rheumatology 2015, 13 (Suppl 184dota et al. Human Reproduction, 2015, 30 (1}28®; Mardanian et al. J Res Med Sci 2014, 19 (12);1145
9 October 20118149; Sikora et al. Am J of Reproductive Immunology, 2012, 68 4538Hudelist et al. Human Reproduction 2005, 20 (6), 41698 ; Ligumsky et al, Gut 1990, 31 (6) ®8®; Fiocchi et al. CTSC Project, Bersudsky et al. Gut 2014, 63)598K| N I KSA
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Openlabel Phase 2 clinical trial of rilonacept in pericarditis populations

Subjects 6 to 75 yrs old

Distinct Trial Populations
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Mavrilimumab Phase Zeady
(KPL301)

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

Lead Indication A Giant Cell Arteritis (GCA)

Patient Populatiori A ~75k- 150k prevalent GCA patients in the US typically treated with stesoidlar prevalence in EU

Monoclonal antibody inhibitor targeting GM { C w N

. . A
HIEBITENTE @i et A Blocks GMCSF signaling, a key mediator of inflammation and autoimmunity

Combpetitior? A Potential firstin-class molecule
i A One FDA approved therapy for GCA but there is still a persistent unmet need

o[l INDIAVE6]efsi A Plan to advance to a Phase 2 pradiconcept trial in 2H 2018

1) Chandran et alScandJRheumatol, 2015; Trinity ConsultigHCUP/Medicare Data, Quantitative Survey (n=102 rheumatoldgBtSources: Wicks, Roberts, Nature Review Immunology, 2015; Hamilton, Expert Review of Clinical

Immunology, 11:4, 45465; 3)Cortellis,;UpToDate; Correspondence, Trial of Tocilizumab in-GelhArteritis, NEJM, 2017
9 October 2018 gy * P P ” KINIKSA



GM-CSF implicated in the pathology of giant cell formation by promoting

activation, differentiation, survival and proliferation of key cell types
Pathology of GCA

PAMP and DAMP
receptor stimulation

Dendritic cell
Anti-GM-CSFR

MHC class I

X

Co-stimulatory
Antigen molecule
presentation

=IL-6
J =IL-12
=IL-23
Naive

T helper
cell

©

Co-stimulation

*IL-6

= TNF structures

Initiation Phase

A Dendritic cells (DCs) within the adventitia
are activated

A pro-inflammatory cytokines such as6L
IL-12 and 123 are produced.

ANaive T cells are activated

Ectopic lymphoid

Co-stimulation

-—

7

. Antigen

oT,1

=T 17 e

. = |L-17
Maturation Phase

A Naive CDH4T cells are
stimulated to polarize
into T,1 and T,17 cells

A Macrophages are
recruited

AT cells, macrophages,
and B cells are guided
into the vessel wall

=IL-21
= TNF

Antigen
presentation

_—

B cell d

presentation

*IL-1

¢ IL-6

*l-12 R, \5uCs
ol A

_— — =\

Chronic Phase

.IL-6
‘2 ALocal hypoxia together
"5 with the presence of

macrophages and the

@

Co-stimulation
Anti-GM-CS FR%

Macrophage

9 October 2018

@ resulting giant cells

@ amplifies the migration
- of both inflammatory

formation and resident cells

12

AGM-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)

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

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

AAs 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 newonset and relapsing disease

In the chronic phase GI@SF promotes giant cell
formation, the hallmark pathologic finding of GCA, from
activated macrophages

AFurther 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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KPL716 \ Y 4

Phase la/lH

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

Lead Indications A
Patient Populatiort A

Mechanism of ActioA A

o 3>

Competitior?

o

Clinical Development A

A PrurigoNodularis (PN)

Atopic Dermatitis (AtD)

A PN: Estimated ~30Qatients in the US

AtD:Estimated ~1 M moderatw-a SOSNBE LI GASyda Ay GKS '{T dYonn]
A azy20t 2yt IyiAo2Re AYKAOAUZ2NI 2F aAdadylftAy3d (KNP
h{awi A& | 1S& NBOSLI 2NJ &dzo dzy A31 andzArsdtata ® (62 Ay T

Potential for differentiated efficacy and safety
Competitors block either 181 or OSM alone

Plan advancement into multiple chronic pruritic diseases, including prurigo nodularis
Ongoing repeat singldose Phase 1b trial in subjects with AtD

1)Trinity Consulting HCUP/Medicare Data 2012/2013; Quantitative Survey (n=100 dermatolo@ists) (i I & = H n mp I rmatosisS@derm&glodiSevatudtionR&juests from patients admitted to a tertiary hospital for 10
& S| Ntz & al.,BritisJournal of Dermatology, 2001; 2) Trinity Qualitative Interviews; 3) Simpson etfaiglBliMed, ®16;Ruzickaet al., NEngld Med, 2017; Reid et al., 2016 ACR Abstract # 1B&1ellis
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KPL716 inhibits IE31 & OSM signaling through OSMRut avoids inhibiting

signaling critical to hematopolesis through OSM/LIFR

9 October 2018
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Many cell types
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o IQE

LIFR

gpl130
[ LIFRB
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Hematopoietic and
many other cell types

hematopoiesis
(and many other processes)
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L
KPL716 demonstrated potential efficacy in two validated primate models of
pruritus and inflammation after a single dose

NHP Model of Pruritus NHP Model of Inflammatiof

A single dose of KP116 inhibited pruritic response driven by Single dose of KP16 increased tail withdrawal latenéy
supraphysiologic levels of-81 for over 2 weeks at 3mg/kg implicatesh { awi Ay GKS Ay Tl YYLl Q2

0 !yLdofAAKSR REGEY y2G (2 68 NBLNBRAZOSR 6AGK2dzi YAYAl &l Q4 SELINBAA LISNYAZAAZY KINIKSA
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