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Cautionary Note Regarding Presentation SZEVRA
Information
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Zevra Therapeutics: Value Creation Strategy SZEVRA

+ We are transforming Zevra into a commercially driven rare disease therapeutics company,
that incorporates the best elements of our existing prodrug platform

+ Following the approval and licensing of AZSTARYS® in March 2021, we immediately
began a strategic review of the entire business to determine how to best create value
for shareholders

+ After carefully reviewing the future potential of relying exclusively on a prodrug
outlicensing strategy, we actively began to build a diversified pipeline that can be
directly commercialized

+ We have been strengthening our Board and leadership team, which are highly qualified to
continue driving Zevra's transformation

+ Our existing cash runway will fund the Company through all clinical, regulatory and
commercial milestones into 2026





image11.png
Our Extensive Engagement with Daniel SZEVRA
Mangless

We've engaged with Mangless over the course of more than 3 years on the company’s
strategy and performance

After learning about Mangless' intention to nominate directors, we made multiple good-faith
attempts to reach a mutually agreeable settlement — but he has refused to engage
constructively

Mangless fails to acknowledge that we have already addressed — and continue to address —
Board refreshment and are focusing on a strategy that will drive real growth

Our Board has undertaken a comprehensive director refreshment process over the past 18
months, resulting in three new highly qualified, independent Board members

The Mangless nominees are highly unqualified to serve on the Board, and he offers no
credible plan for growth other than to continue on the course that Zevra already pursued prior
to making the strategic decision to focus on rare disease
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We are confident in our strategy, which
leverages our strengths and provides a
focused pathway for Zevra to develop and
commercialize its products in-house





image13.png
Zevra is Positioned for Success QZEVRA

Following AZSTARYS® approval and licensing, we undertook a strategic process to enhance
our long-term potential by focusing on therapeutics for rare diseases to commercialize on our
own

Numerous opportunities to create value for our shareholders as we execute our business plans

+ Robust pipeline of promising rare disease product candidates with multiple
value-creating milestones expected in 2023
- Arimoclomol and KP1077 currently in development

+ Accomplished Board of Directors with the right experience and skillsets to execute our strategy
in rare disease therapeutics

Our strong balance sheet coupled with ongoing and growing revenue from our licensed
products and arimoclomol EAP funds our business without requiring further dilution

+ Launch of Zevra brand marks the next key step in our evolution into a commercially focused
rare disease therapeutics company
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ant Value-Creation Opportunity in SZEVRA

Sig
Rare Disease Therapeutics for Patients and
Shareholders

Unique partnerships with patient Longer market exclusivity and less generic
communities. competition

Lower cost of R&D Regulatory and financial incentives

Shorter development timelines Small patient population served by
and smaller studies specialist clinicians can be addressed

with in-house commercial team
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Multiple Potential Growth Catalysts in 2023 - 2024 SZEVRA

This is an exciting time in the growth of Zevra, with strong prospects for a promising future

ARIMOCLOMOL KP1077 DEVELOPMENT PROGRAM AZSTARYS®

+ Potentialto re-fle NDA s early  + Expect to file IND in Q2 2023 for narcolepsy - Potentialto realize sales
a5 Q3 2023 milestones and
* Interim data from Phase 2 clinical tral continued royalty
+ Anticipate ongoing quarterly expected as early as Q3 2023 revenue from
fevenue from French EAP AZSTARYS®
reimbursements. + Top-line data expected by EOY 2023
+ Adds capital flexibilty
+ Potentialto iniiate Phase 3 tialin IH and and potential to further
narcolepsy following Phase 2 tral results extend cash runway
Supported by strong balance (© Supports developmentefforts  (2) Available capital expected
sheet to continue driving Zevra's Ao st oaren Defadcen e

transformation into 2026
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Arimoclomol - Innovative Product for an

Unmet Need

FIRST-IN-CLASS, ORAL
TREATMENT INTENDED FOR NPC

+ Capsule formulation designed to be
‘swallowed whole, opened to allow
‘contents to be mixed with soft
foodsliquids o delivered through a
gasiic feeding tube

+ Nonglinical and ciinical evidence
demonstrated significantly improved
ysosomal and cellular function

=}
> EXTENSIVELY RESEARCHED

+ Studied inten Phase 1, four Phase.
2,and three Phase 2/3 trials

+ No significant safety findings
identified to date (S00+ patients
treated)

+ Posilive efficacy results from NPC
trial (NPC-002) and Phase 2 trial in
Gaucher Disease (GD), both of
which are lysosomal storage
disorders

>

SZEVRA

BENEFICIAL REGULATORY
POSITIONING

+ Orphan Drug Designation for NPC.
inUS. and EU

+ Fast-Track Designation,
Breakthrough Therapy Designation,
and Rare Pediatric Disease
Designation from the FDA for NPC.

- Eligible to receive Rare Pediatric
Disease Priority Review Voucher if
approved by FDA
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Arimoclomol — Expanding Pipeline Targeting SZEVRA
Rare Diseases

Aligns with strategy to build value through the development and commercialization
of novel treatments for rare diseases

Niemann-Pick disease type C High Upside Opportunity

* Ultra-rare progressive, disabling and + NDA-stage investigational drug
fatal lysosomal storage disorder candidate

+ Noapproved treatments exist in - Zevra has expertise in NDA
the USS. for NPC resubmissions following CRLS

ARIMOCLOMOL

Favorable Acquisition Terms Early Access Programs

+ *Capital efficient"financial + Available to NPC patients n the
structure with potential for USS,, France, Germany and other
positve cash flow and no European countries
shareholder dilution * French EAP expected to generate

annual net revenue of ~$8M (gross
revenue of ~$12M)
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Path to Resubmission and Approval Progressing £ZEVRA

Zevra has significant experience with challenging regulatory situations,
including two FDA product approvals that followed initial CRLs

RECENT ACTIVITIES REGULATORY OUTLOOK

+ Continuing to have an ongoing collaborative + Throughout this process, no new issues or concerns.
dialogue and periodic meetings with the FDA have been raised by the FDA
+ Intended to ensure an optimal NDA data + No new efficacy trial has been proposed
package that addresses all issues in the CRL. by FDA

+ Advancing activities to bolster arimoclomol NDAwith  + We believe there is a viable pathway to enable a
confirmatory evidence for resubmission to the FDA successful NDA resubmission and subsequent

+ Working to analyze and process the new data appioval far atimociomal in NG

generated since the CRL. + Path may include, if necessary, addtional
i ok i S non-clinical or clinical studies, a Federal Dispute

Resolution Request (FDRR) and/or

arimociomol saety study and safety data from : .

other clinical trials with arimoclomol an advisory, commiltes (ad com) requested by
cither FDA or Zevra

Zevra expects to resubmit the NDA for arimoclomol in NPC as early as Q3 2023
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Near-Term Opportunity to Commercialize SZEVRA
Arimoclomol and Retain Full Market Value

Small & nimble Market entry
commercial team

through U.S

and E.U. EAPs
Launch arimoclomol
with a small, focused
commercialization Commercial

| effort which can be Lower marketing opportunities

#”" foundation for future s outside the U S

rare disease products,

including KP1077

Patient advocacy
relationships

support adoption
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KP1077: Multiple Clinical Programs SZEVRA
Targeting Rare Sleep Indications
KP1077 Represents a Potential “Portfolio in a Pill" Opportunity

IDIOPATHIC ERSOMNIA NARCOLEPSY

* Lead KP1077 indication + Second KP1077 indication would allow Zevra to
address two rare sleep indications that are

. L"y";gfa‘“""“ New Brug (IND) spplication cleareg underserved by currently available medications

) e - Evaluate the potential to initiate narcolepsy Phase 3
Ongoing Phase 2 lnca il e n December * £l 10 FUEIAS NEAe,

. . - Seekio leverage key data points from IH
g;‘zgg;f:z‘;wy:’;"ﬁ ifz'gg" L program to expedite narcolepsy development

+ Top-line data expected by EOY 2023
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KP1077 - Product Candidate Overview SZEVRA

Zevra is advancing KP1077 as a potential therapeutic treatment for Idiopathic Hypersomnia (IH)

Serdexmethylphenidate
+100% SDX with muliple:
dosing options
+ SDX granted Orphan Drug
Designation for IH by FDA
+ SDX designated C-IV by DEA
P1077

Dosing Addresses Symptoms

- Dosed either 1x daily at bedtime or
2x daily at bedtime and at waking

- Potentialto adaress primry IH
symptoms: sleep inertia and brain fog

KP10:

Regulatory & IP Advantages Improved Safety & Tolerability

* Orphan Drug Designation in IH * Greater tolerability and lower

+ Eligible for Fast-Track and cardiovascular effects could allow
Breakihrough Therapy for higher, more effective dosing
designation (i.e. greater efficacy)

* Solid IP through 2037 and * No DDI potential with hormonal
potentially beyond contraceptives; antidepressants.
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Phase 2 Clinical Trial Investigating KP1077 ~ SZEVRA
for the Treatment of IH

Multi-center, dose-optimizing, double-blind, placebo-controlled, randomized-withdrawal study to
evaluate safety and efficacy of KP1077, as well as to assess the symptoms and severity of “brain fog”

b PRIMARY ENDPOINT
BUASEZTRIBLINEES) + Safety and tolerability of SDX

Five-week open-label fitration phase
Patients optimized to one of the four MAJOR SECONDARY ENDPOINT

doses of SDX (80, 160, 240, or _ =
320 mglday) Change in Epworth Sleepiness Scale (ESS) total score

Two-week randomized, double-blind,
withdrawal phase
213 receive active; 1/3 placebo
single daily dose;
receive half daily dose upon
awakening and at bedtime

ADDITIONAL EXPLORATORY ENDPOINTS

+ Patient Global Impression of Severity (PGI-S)

+ Clinical Global Impression of Severity (CGI-S)

+ Change in total score on the Idiopathic Hypersomnia Severity
Scale (IHSS)

+ New scale to assess the symptoms and severity of ‘Brain Fog”
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KP1077 Could Capture a Large Share QZEV
of the IH Market Share

Competitive Products in IH

* Xywav® received FDA approval in August 2021 as the ~37K diagnosed
first therapy for IH patients
- Accoring fo anaysts, Xywa projected sales are ~5300 milion for =N
IH by the end of 2025 ~
-+ Wal® currenty envoling patiens in a Phase 3 clical trail in IH KP1077

KP 1077 Potential Differentiation

+ MOA and improved efficacy of KP1077: positioned as a monotherapy
‘and combinalion use with oxybate (Xyrem, Xywav or others)

+ KP1077 safety profile: Schedule IV, lack of drug-drug-nteraction with
hormonal contraceptives which is an issue with modaini, reduced risk of
adverse events compared to current offabel IH therapies

+ Xywav barriers to uptake: cinical tral discontinuation rate of ~11% due
totreatment emergent adverse events, boxed warning for CNS
epression, abuse and misuse potential, REMS program, negative
stigma associated with GHB?

barriers to uptake: DDI, especially with antidepressants

and anthistamines
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QZEVRA

Section lll

Our Board and leadership team are highly qualified
to continue driving Zevra'’s transformation
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Zevra’s Board is Committed to Board SZEVRA
Refreshment

o%
&8

In parallel with our strategic review, the Board initiated an assessment designed to support Zevra's shift to
commercializing rare disease products

Advised by leading executive search firms Ko Ferry and Caldwell Partners to support director refreshment
process

* Identified critical skillsets and diversity needs among Board and leadership aligned with strategic priorities of
developing and commercializing rare disease therapeutics

* Appointed three new independent directors to Board over last 18 months
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New Board Appointments in Last 18 Months

Bring Diverse Backgrounds and Skills

Biotecn & Phama
Experienco

Experience &
Accompishments.

Tamara A. (Seymour) Favorito
Board Member since August 2021

Aucit Commitee Crr

Gampensaton Commites Chair

30 yoars,incluing 20 years 32 CFO

Extensive expeionce oading muitplo
pia and publc fnancings and MBA
ranssctons.and leacing e fnance,
nestor relsions, numan resaurce,
‘administraton and managed care rcions.

urrendy serves on the Board o Directors
of Aol Boscences, Inc and Kintara
Trerspeuics, nc

Christopher A. Posner
Boord Hember since November 2022
ot Comitee

Campansaton Commitee

25years

Executed il productfaunches hat
rove sharenoloe vauo.

Leadorship rles at Bisto yers.
Squi, Pizer Wyeth Prarmaceutcals
and Endo interatonal

Curenty CEO and Prsident of Cara
Therapetics, s commercal stage
btach company

SZEVRA

Wendy L. Dixon, Ph.D.
Boar Membar ofoctne folonng
2023 Arve Hesting

40+ years

Seriorleadership oes at Bristol Myers
Saui, Merck,West Pharmacsutcas,
Gateatach, Centosor and GlaxoSmtKine

Curenty serves o the Board of Dicctors
ofArinas, Inc. Bl Diamand
Therapeutics . and ovance
Botnerapeuics, Inc
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Zevra’s Three Director Candidates Have SZEVRA
Deep Industry Experience and Expertise

Richard W. Pascoe Christopher A, Posner David S. Tierney, M.D.
czo Board ember since 2022 Boas Mambersinco 2015
Board Momber sinco 2014 Auit Comittee Campersaton Conmitee
GComponsaton Commites Nominating & Corporats Governance Comitoe
Biotech & Pharma 00 years 25 years 04 years
Exparionce
Experience & St satege,commeria and Excuted mulip prodctaunches that 10+ produc approuals as executve o
Accomplishments business Gersiopment exprtse o sharshoder vaue Board membar.nciuing o successiuly
lounched oanan drugs 1 U’
Led comparies tougnsrtegic shits Loaderstip rls at BristoMyers
vaue-craaing partnrships and Subb, Phzr, Wyeth Phamaceuticals  Medical dotor,raned i teral medicne
commercai aunches. % Endo nematinel
Curtet CEQ of Aramis Siosciences and
Supporied Zewrain obtaning o FOA Cuetonty GEO snd Preicant of Cara on Board of Catalyst Phamaceudcas, &
approvals and buldng ipeine of rare Therapetics, s commercil sage rere diease company
sease product cancaies botech company
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QZEVRA

Section IV

The Mangless Nominees have almost no relevant experience,
have communicated no strategy for Zevra and
have rejected all attempts to resolve proxy contest
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The Mangless Nominees Are Highly Unqualified

Electing any of his nominees would diminish the overall quality of, and experience

represented on, the Board

ZEVRA BOARD SKILLS.
B EXPERTISE

NUMBER OF ZEVRA
DIRECTORS

Biotech / Phamaceutical Experience

Drug Deveiopment

Medical and Scientiic

Product Management

‘Commercial and Markeling Operaions.

‘Business Development and M&A
Transactons

Finance

Publc Company Management and
Board Servies

John'B.Bode
X ot

Pubicnng (ot
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Mangless Rejected Our Attempts to Find

Common Ground

Zawra has proposed mullple paths forward o avoid a cosly, disiracting proxy contest including ulimately extending a settiement offerwith e

Tolowing terms:
O RGpan ane f o Mangess Norines,  selecin by Mergiess, e Bost, syttt B o aroarin rocess

Offr the Mangless Director membership on the Company's Nominating and Corporate Governance Commites

‘Appoint ancther new independent irecto aterthe 2023 Annual Meeting, and the Mangless Director woud take part i selecting such candidate

5 part of the Company's Nominating and Corporate Govemance Commitee, and

Introduce N Mangless 1o the two newest diectors o discuss the Company's business and how the Board is addressing M. Mangless’

SZEVRA

Mangiess gnored this offer and has rejeced a dialogue with management, incuding with Dr. Mickle — whoss relationship wih Zevra is part of
Mangless'clamed strategic pians
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Setting the Record Straight

Assertions vs. the Facts

X Mr Mangiess srongy believes that the Board must
e refreshed o ensure tha the inerests of the
stockholders are appropritely represerted in the
boardoo” Mangiess Defintive Proxy - Page 3

X “Zewais core technology could bs leveraged fo
dovelop i existing pipelne and expand it beyond the
‘xsting opportunites o potentiay icense pipelne.
producis and technology o other pharmceutical
‘companies looking 1o eahance theirexising porfolos
Mangess Doftv Frosy - Fage 3

X “The founder and chief archtect of the company's
scienific succasses i being completely sidelned to
he detrment ofthe ong-trm enlerprise value o the
‘Gompany._.Renew the relationship wih the Zevra's
founder with  continued focus on developing the
‘Company's pipelne rom the LAT plafom’ Mangiss
Defive Proxy-Page 8

SZEVRA

Zevra has appointed three highly qualfied independent directors i the Iast 18 months
as partof the Company's ongoing commitment to Board refreshmen.

Much of our strategic directon i the direc resul of the Board and management leam's
pen communications wih sharehoiders and their consiructve input toward achieving
our mutal goal o enfancing value

The Board and management thoughtiuy evaluated the best path forward for Zevra and
detrmined thal focusing excusively on a pipsline of product cancidates thal would
eventually compete in heavily generic markes would Ikely fail 0 delver asignficant
eturm on invesiment to our sharehalders.

Qur decision o focus on rare diseases positons us 1o feld a smal, rimble commercial
team that we believe can be highly effecive and crive betler retun on capial than our
osuls o cate wit an oticensing model

Folowing the 2023 Anual Mesting, Dr Mickie il ortinue to support Zewra's crug
dovelopment and reguiatory approval activiies as a sclentfic advisor

uly support Zevra's sirategy t evalve into a commercial organizaton focused on
developing vansformationsl patient focused therapies fo rare diseases wih Imited
or oo reatment options, This s an exciling time for he Company wih much
opportunity ahead Proxy batles can be costy and diiractng, and as such, | ntend
0 vote n favor of the Zewra sate.* ~ Travis C. Mickle, Ph.D., Zevra Prosident &
Board Member; Co-Founder
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Value Creation Underway at Zevra Therapeutics = &ZEVRA

+ Confident in our thoughtfully developed

strategy to focus on rare diseases

¥ Refreshed and highly qualified Board

and leadership team

+/ Advancing our late-stage clinical
pipeline through arimoclomol and
KP1077

+ Solid financial position to fund
development plans into 2026 with
numerous market opportunities

X Mangless nominees have almost NO relevant
or public company Board experience

X They have communicated NO new strategy
for Zevra

X Electing the Mangless nominees would
severely diminish the overall quality of, and
experience represented on, the Zevra Board





image37.jpeg
THANK YOU

QZEVRA

THERAPEUTICS
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