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Dear Stockholder:

You are cordially invited to attend the Annual Meeting of Stockholders of Ultragenyx Pharmaceutical Inc., a
Delaware corporation (we, us, Ultragenyx or the Company), which will be held on June 24, 2021, at 8:00 a.m.
Pacific Time virtually via the Internet at www.virtualshareholdermeeting.com/RARE2021 (Annual Meeting).
Instructions on how to participate in the Annual Meeting and demonstrate proof of stock ownership are posted at
www.virtualshareholdermeeting.com/RARE2021. The webcast of the Annual Meeting will be archived for one
year after the date of the Annual Meeting at www.virtualshareholdermeeting.com/RARE2021. Only stockholders
who held stock at the close of business on the record date, April 26, 2021, may vote at the Annual Meeting,
including any adjournment or postponement thereof.

In the event of a technical malfunction or other situation that the meeting chair determines may affect the ability
of the Annual Meeting to satisfy the requirements for a meeting of stockholders to be held by means of remote
communication under the Delaware General Corporation Law, or that otherwise makes it advisable to adjourn
the Annual Meeting, the chair or secretary of the Annual Meeting will convene the meeting at 10:00 a.m. Pacific
Time on the date specified above and at the Company’s address specified above solely for the purpose of
adjourning the meeting to reconvene at a date, time and physical or virtual location announced by the meeting
chair. Under either of the foregoing circumstances, we will post information regarding the announcement on the
Investors page of the Company’s website at https.//ir.ultragenyx.com.

At the Annual Meeting, you will be asked to consider and vote upon: (1) the election of the two directors named
in the Proxy Statement as Class Il directors; (2) the ratification of the selection of Ernst & Young LLP as our
independent registered public accounting firm for the fiscal year ending December 31, 2021; (3) an advisory
(non-binding) resolution to approve the compensation of our named executive officers; and (4) any other
business that may properly come before the Annual Meeting or any adjournment or postponement thereof. No
other items of business are expected to be considered, and no other director nominees will be entertained, at the
Annual Meeting.

The accompanying Proxy Statement more fully describes the details of the business to be conducted at the
Annual Meeting. Proposal No. 1 relates solely to the election of the two directors nominated by the Board of
Directors. After careful consideration, our Board of Directors has unanimously approved the proposals and
recommends that you vote FOR each of the two director nominees and FOR each proposal described in the
Proxy Statement. In accordance with Delaware law, a list of stockholders entitled to vote at the Annual Meeting
will be available in electronic form during the Annual Meeting at the following URL:
www.virtualshareholdermeeting.com/RARE2021 and will be accessible during normal business hours for ten
days prior to the meeting at our principal place of business, 60 Leveroni Court, Novato, California 94949.

We are pleased to make use of the Securities and Exchange Commission rules that allow companies to furnish
proxy materials to their stockholders via the Internet. We believe the ability to deliver proxy materials
electronically allows us to provide our stockholders with the information they need, while lowering the costs of
delivery and reducing the environmental impact from the distribution of our Annual Meeting materials.

We look forward to speaking with you at the Annual Meeting.

Sincerely,

Emil D. Kakkis, M.D., Ph.D.
President and Chief Executive Officer
April 29, 2021



WHETHER OR NOT YOU EXPECT TO ATTEND THE ANNUAL MEETING, PLEASE VOTE VIA THE INTERNET AS INSTRUCTED IN THE NOTICE OF
INTERNET AVAILABILITY OR, IF YOU REQUESTED AND RECEIVED A PRINTED COPY OF THE PROXY STATEMENT, COMPLETE, DATE, SIGN,
AND RETURN THE ENCLOSED PROXY CARD USING THE ENCLOSED RETURN ENVELOPE, AS PROMPTLY AS POSSIBLE SO THAT YOUR
SHARES MAY BE REPRESENTED AT THE ANNUAL MEETING. YOU MAY ALSO VOTE THROUGH OUR VIRTUAL WEB CONFERENCE IF YOU
ATTEND THE ANNUAL MEETING.

IMPORTANT NOTICE REGARDING THE AVAILABILITY OF PROXY MATERIALS FOR THE ANNUAL MEETING OF
STOCKHOLDERS TO BE HELD ON JUNE 24, 2021:

The Proxy Statement and Annual Report on Form 10-K for the year ended December 31, 2020 are available at
Www.proxyvote.com.
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If you are an owner of record as of the record date, INTERNET TELEPHONE MAIL AT THE MEETING:
you may vote via any of the following methods: Visit the website at: Call toll-free at If you requested Vote at the meeting by
WWW.proxyvote.com 1-800-690-6903 and received a going to:
proxy card, sign, WWW.
date and mail the virtualshareholdermeeting.
proxy card in the com/RARE2021

enclosed envelope

If you are a beneficial owner of shares held through a broker, bank or other owner of record, you must follow the voting instructions you receive from the owner
of record to vote your shares.
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Proxy Statement Overview

This overview highlights certain information contained elsewhere in this Proxy Statement and does not contain all of the information that you should consider.
You should read the entire Proxy Statement carefully before voting. For more complete information regarding our business and 2020 performance, please
review our Annual Report on Form 10-K for the year ended December 31, 2020 as filed with the Securities and Exchange Commission (SEC) on February
12, 2021.

Meeting and Voting Information

ooo @
9 &

Meeting Date and Meeting Time Record Date Location
June 24, 2021 April 26, 2021 Live audio webcast at
8:00 a.m. Pacific Time www.virtualshareholdermeeting.
com/RARE2021

We intend to mail the Notice Regarding the Availability of Proxy Materials containing instructions on how to access this Proxy Statement and our Annual
Report on Form 10-K for the fiscal year ended December 31, 2020 on or about April 29, 2021 to all stockholders entitled to vote at the Annual Meeting.

Board Vote
Proposals Recommendation See page
Proposal 1 Election of Class Il Directors FOR each nominee 8
Proposal 2 Ratification of the selection of Ernst & Young LLP as our independent registered FOR 13
public accounting firm for the fiscal year ending December 31, 2021
Proposal 3 Advisory resolution to approve the compensation of our named executive officers FOR 16

Business Highlights

2020 was a transformative year for Ultragenyx as we executed on our strategic priorities, generated significant revenue growth, and advanced and expanded
our portfolio of clinical and preclinical programs all amidst the unforeseen disruptions and challenges created by the COVID-19 pandemic.

As described in greater detail in the section entitled “Executive Compensation — Business Highlights,” our key financial and operational accomplishments
during the year include:

Significant Revenue Growth

Revenue
{in millions)

ZNEW

Approvals and successful
launches

3

Significant Strategic
Transactions

zozo I ;- 1.0
2010 N <1037

New Approvals and Strong Product Launches

In June 2020, we announced two new approvals from the U.S. Food and Drug Administration (FDA) in diseases with no other currently approved treatments.

Crysvita® (burosumab) was approved by the FDA for the treatment of fibroblast growth factor 23 (FGF23)-related hypophosphatemia in tumor-induced
osteomalacia (TIO) associated with phosphaturic mesenchymal tumors that cannot be curatively

ULTRAGENYX PHARMACEUTICAL INC. - 2021 Proxy Statement 4
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resected or localized in adults and pediatric patients 2 years of age, which is the second FDA approval for Crysvita. Dojolvi® (trineptanoin) is the first FDA-
approved therapy as a source of calories and fatty acids for the treatment of long-chain fatty acid oxidation disorders (LC-FAOD). Following approval, we
successfully launched both products in the U.S.

We continued to make important progress with the clinical development of our gene therapy product candidates, DTX401, an adeno-associated virus (AAV)
type 8 based gene therapy product candidate for the treatment of glycogen storage disease type la (GSDIa) and DTX301, an AAV8 gene therapy product
candidate for the treatment of ornithine transcarbamylase (OTC) deficiency, including receiving positive safety and efficacy data from our third cohort and
longer-term safety and efficacy data from our first two cohorts from our Phase 1/2 studies for both product candidates. We also continued to advance our
other product candidates outside of gene therapy, including for GTX-102, an antisense oligonucleotide (ASO) that is being developed with our partner,
GeneTx Biotherapeutics LLC (GeneTx) for the treatment of Angelman syndrome, a debilitating and rare neurogenetic disorder caused by loss-of-function of
the maternally inherited allele of the UBE3A gene. In 2020, we and GeneTx initiated a Phase 1/2 study and announced positive interim preliminary data from
the study.

We successfully executed on a number of strategic transactions in 2020 that we believe are instrumental to the continued growth of our pipeline and
business, including transactions with Daiichi Sankyo Co. (Daiichi Sankyo) pursuant to which we granted a non-exclusive license to our HeLa PCL and
HEK293 transient transfection manufacturing technology platforms for AAV-based gene therapy products. In October 2020, we entered into a strategic
collaboration and license agreement with Solid Biosciences Inc. (Solid) and received an exclusive license to Solid’s differentiated microdystrophin construct
for use in the treatment of Duchenne muscular dystrophy and other diseases resulting from lack of functional dystrophin, including Becker muscular
dystrophy and we concluded 2020 by entering into a license and collaboration agreement with Mereo BioPharma (Mereo) to collaborate on the development
of setrusumab, a fully human monoclonal antibody that has completed a Phase 2b study in adult patients with osteogenesis imperfecta (Ol).

We completed the purchase of land in Bedford, Massachusetts and initiated construction of our gene therapy manufacturing facility. Once completed, we
anticipate our owned facility will support two manufacturing suites with a capacity of 30 runs per year, assist in mitigating potential program timeline delays,
more easily control manufacturing costs and reduce manufacturing lead time for our products.

Board of Directors

The following table provides summary information about each nominee for director at the Annual Meeting and our continuing directors, as of the date of this
Proxy Statement. Clay B. Siegall, Ph.D., currently a Class Il director, is not standing for reelection at the Annual Meeting.

Deborah Dunsire, M.D. 58  President and CEO of H. Lundbeck A/S 2017 2021 I @)

Michael Narachi 61 President and CEO of CODA Biotherapeutics, Inc. 2015 2021 1] @

Continuing Directors

William Aliski 73 Board m_ember and advisor to various life science 2011 2022 m @
companies

Lars Ekman, M.D., Ph.D. 71  Executive Partner at Sofinnova 2016 2022 1T @)

Matthew K. Eust 56 Board m_ember and advisor to various life science 2014 2022 m @
companies

Emil D. Kakkis, M.D., Ph.D. 60 President and Chief Executive Officer, Ultragenyx 2010 2023 [ )

Shehnaaz Suliman, M.D. 49  President and Chief Operating Officer of Alector, Inc. 2019 2023 | @

Daniel G. Welch g3  Executive Chairman and board member to various 2015 2023 | @

biotechnology companies

ULTRAGENYX PHARMACEUTICAL INC. - 2021 Proxy Statement 5
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Board Diversity, Skills and Expertise

Our Nominating and Corporate Governance Committee places significant emphasis on diversity and actively considers whether nominees assist in achieving
a mix of Board members that represents a diversity of talents, skills, backgrounds, and expertise. The current composition of our Board reflects the
importance of diversity to the Board.

2021 Board Composition Highlights

Age

Skills and Experience

Our Board also possesses broad expertise, qualifications, skills and
experience that particularly align with our business and long-term

61.2 5 strategy. For instance, out of 9 directors:
Average Age
Executive level leadership experience in the
9 ; o ' 1 1 X ] L 1
- @ 50 ar under bigpharmaceutical industry * eeee °
665 Public company governance experience OO0 0089 9
@ G5 or older
Global business aperations @O SO SSB0O O 7
Tenure Diversity
9 Financial or capital markets experience; @@ 00098800 7
Business development or corporate strategy @080 O 00 6
6.4 1 Clinical development lezdership experience @O B9800 0 6
Average Tenure
' Rare disease commercial experience S0 @98 0000 5
1
Scientific and research leadership experience @@ 8900000 4
4 Global pricing, reimbursementand pricing S @@@ 00000 4
B e approvals
@ 1-5 years AsicIn Armerican Regulatory leadership experience @ @®@® 000000 3
£ 10 years P LGET

@ 10 6 mcde yaears @ Sigrificent international

prolesionol expeiendsa

Building a rare disease product franchise @@®O00000Q00 2

Corporate Governance Overview

We are committed to maintaining good corporate governance practices and we continuously review our practices. We believe that good corporate
governance promotes the long term interests of our stockholders. The highlights of our corporate governance practices are below.

- All of our directors are independent, other than our President and Chief Executive Officer

- Plurality voting in election of directors in uncontested elections with director resignation policy

- 100% independent directors in Audit Committee, Nominating and Corporate Governance Committee and Compensation Committee

- Strong and active independent Chairman

- Annual Board and Committee self-evaluations

- Active stockholder engagement program

- All directors attended at least 75% of board and committee meetings in 2020, and on average had a 98% attendance rate

< Minimum stock ownership requirements for named executive officers and directors

- Director overboarding policy limiting the total number of public company boards that a director may serve to five public company boards and public
company CEO directors to three total public company boards

- Board and committees are authorized to engage outside advisors independently of management

- Clawback policy which permits us to recover 100% of any performance-based cash and equity compensation that we pay to our current or former
executive officers (see section entitled “Clawback Policy” of this Proxy Statement for additional details)

+ Prohibition against hedging transactions by our directors and employees, including our executive officers
« Corporate Governance Guidelines and robust Global Code of Conduct

ULTRAGENYX PHARMACEUTICAL INC. - 2021 Proxy Statement 6
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Stockholder Engagement

Our stockholder outreach program is an ongoing effort by our management to engage with our stockholders throughout the year in a continuous and
meaningful way and is consistent with our commitment to engagement, communication, and transparency. During 2020 and into early 2021, we reached out
to stockholders representing over 80% of our outstanding shares, including almost all of our top 30 largest stockholders. In response to our outreach efforts,
we met with stockholders who responded to our engagement request, which holders represented approximately 59% of our outstanding shares as of year
end 2020. Participants at these meetings included our General Counsel, our Chief Human Resources Officer and Daniel Welch, our Board Chairman.
Michael Narachi, the Chairman of our Compensation Committee, also participated in several of the discussions. Topics discussed during the meetings
ranged from executive compensation and corporate governance to ESG and sustainability matters. Our Board and management team reviewed and
considered feedback received throughout our engagement activities and adopted certain changes in response to such feedback as described below.

+80% 59%

of our outstanding of our outstanding shares
shares were contacted met with management

during our engagement and the Board

Outcomes from Engagement

The Board and the Compensation Committee adopted certain changes to our executive compensation program and corporate governance practices in
response to feedback we received from our stockholder engagement activities and from proxy advisory firms. These changes include:

Executive Compensation Program

Effective date of changes: March 2021
Feedback Received Action Taken

Larger proportion of long-term compensation should be tied to We increased the proportion of performance stock units (PSUs) as a

performance percentage of total long-term equity compensation from 25% to 33% for
our executive officers

Single performance condition without relative comparisons may result in We introduced a relative metric based on three-year relative total

payouts that do not reflect broader company performance @ stockholder returns with a three year performance period to our PSU
awards to more closely align compensation with stockholder return as

compared to the stockholder return performance of our peers
Performance under long-term equity awards should be measured over a We increased the performance period for the revenue performance
longer performance period portion of our PSU awards from one year to two years and implemented
a three-year relative total stockholder return metric

Corporate Governance

Feedback Received Action Taken

Multiple outside commitments of our directors We revised our Corporate Governance Guidelines to limit the total
number of public company boards that a director may serve to five public
company boards and public company CEO directors to three total public
company boards
Effective date of change: June 2020

Greater transparency regarding the Company’s initiatives related to ESG We have added disclosure in this Proxy Statement under the section

and sustainability matters @ entitled “Environmental, Social and Governance (ESG) Matters”
Effective date of change: April 2021

ULTRAGENYX PHARMACEUTICAL INC. - 2021 Proxy Statement 7
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PROPOSAL 1

Our Amended and Restated Certificate of Incorporation provides that the Board is to be divided into three classes as nearly equal in number as reasonably
possible, with directors in each class generally serving three-year terms. The total Board size is currently fixed at nine directors. The Class |l directors (all of
whom were previously elected by stockholders at the 2018 annual meeting and whose terms expire at the Annual Meeting) are Deborah Dunsire, M.D. and
Michael Narachi. Clay B. Siegall, Ph.D., also a Class Il director, is not standing for reelection at the Annual Meeting. The Class Il directors (all of whom were
previously elected by stockholders at the 2019 annual meeting and whose terms expire at the 2022 annual meeting of stockholders) are William Aliski, Lars
Ekman, M.D., Ph.D., and Matthew K. Fust. The Class | directors (all of whom were previously elected by stockholders at the 2020 annual meeting and
whose terms expire at the 2023 annual meeting of stockholders) are Emil D. Kakkis, M.D., Ph.D., Shehnaaz Suliman, M.D., and Daniel G. Welch. The
Class Il directors elected at the Annual Meeting will hold office until the 2024 annual meeting of stockholders and until their successors are elected and
qualified, unless they resign or their seats become vacant due to death, removal, or other cause in accordance with our Amended and Restated Bylaws
(bylaws).

As described below, the Board, upon the recommendation of the Nominating and Corporate Governance Committee, has nominated the director nominees
listed above for election as directors at the Annual Meeting. They have indicated their willingness to serve if elected. Should any of them become unable or,
for good cause, unwilling to serve, the persons named on the enclosed proxy as proxy holders may vote all proxies given in response to this solicitation for
the election of a substitute nominee(s) chosen by the Board or the Board may reduce the size of the Board.

Nomination of Directors

The Nominating and Corporate Governance Committee reviews and recommends to the Board potential nominees for election to the Board. In reviewing
potential nominees, the Nominating and Corporate Governance Committee considers the qualifications of each potential nominee in light of the Board’s
existing and desired mix of experience and expertise. Specifically, the Nominating and Corporate Governance Committee considers each potential
nominee’s personal and professional ethics, integrity, values, experience, interest in the Company, and commitment to the representation of the long-term
interests of the stockholders. As described more fully above under “— Board Diversity, Skills and Expertise”, the Nominating and Corporate Governance
Committee also considers each potential nominee’s contribution to the Board’s diversity of talents, skills, backgrounds, including with respect to age, gender,
national origin, sexual orientation and identification, race, ethnicity and culture, and expertise. Additionally, the Nominating and Corporate Governance
Committee considers whether a nominee will be able to dedicate sufficient time to, and focus on, his or her duties as a member of the Board. The Board
membership criteria are set forth in our Corporate Governance Guidelines, a copy of which is available on our website at www.ultragenyx.com in the
“Corporate Governance” subsection of the “Investors” tab.

After reviewing the qualifications of potential Board candidates, the Nominating and Corporate Governance Committee presents its recommendations to the
Board, which selects the final director nominees. We did not pay any fees to any third party to identify or assist in identifying or evaluating nominees for the
Annual Meeting.

The Nominating and Corporate Governance Committee considers stockholder-recommended director nominees using the same criteria set forth above.
Stockholders who wish to recommend a potential nominee to the Nominating and Corporate Governance Committee for consideration for election at a future
annual meeting of stockholders must provide the Nominating and Corporate Governance Committee with the same information that would be required to
nominate a director candidate in accordance with the process and within the time periods for nominating director candidates set forth below under the
question “When are stockholder proposals and director nominations for inclusion in our proxy statement for next year’s annual meeting due?” in the section
entitled “Additional Information”.

ULTRAGENYX PHARMACEUTICAL INC. - 2021 Proxy Statement 8
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Nominees and Incumbent Directors

Information regarding our director nominees and our current directors, including their respective age as of the date of this Proxy Statement and their principal

occupation, is set forth below.

Class Il Directors Nominated for Election

President and CEO of H. Lundbeck AIS

Age:

Director since:

Committees:

Other Public Directorships:

Dr. Dunsire has served as President and Chief Executive Officer of H. Lundbeck A/S, a pharmaceutical company, since September
2018. She previously served as President and Chief Executive Officer and as a director of Xtuit Pharmaceuticals, Inc., a private
biopharmaceutical company, from January 2017 to March 2018. Prior to her position at Xtuit, she served as President and Chief
Executive Officer and a director of FORUM Pharmaceuticals Inc., a private pharmaceutical company, from July 2013 to May 2016. Prior
to FORUM, Dr. Dunsire worked for Takeda Pharmaceutical Company Limited, a publicly traded pharmaceutical company, as a
corporate officer from June 2010 to June 2011 and a director from June 2011 to June 2013. She served as President and Chief
Executive Officer and as a director of Millennium Pharmaceuticals, Inc., a publicly traded biopharmaceutical company, between 2005
and 2008, when it was acquired by Takeda, and then as President and Chief Executive Officer of Millenium: The Takeda Oncology
Company after the acquisition between 2008 and 2013. Prior to Millenium, Dr. Dunsire held various roles of increasing responsibility at
Novartis Pharma AG between 1988 and 2005. Dr. Dunsire previously served as a director of Allergan, Inc., a publicly traded
pharmaceutical company, between December 2006 and April 2015. She currently serves as a member of the board of directors of
Alexion Pharmaceuticals Inc., a public biopharmaceutical company. She obtained an MBBCh from the University of the Witwatersrand.

We believe that Dr. Dunsire is qualified to serve on our Board due to her extensive experience in the biotechnology and pharmaceutical
sectors, including service as the chief executive officer of various pharmaceutical companies, which gives her the skills to provide us
with operational and strategic insights.

President, CEO and Director of CODA Biotherapeutics, Inc.

Age:

Director since:

Comnmittees:

Other Public Directorships:

Mr. Narachi currently serves as President and Chief Executive Officer and a director of CODA Biotherapeutics, Inc., a private
biotherapeutics company. Between March 2009 and July 2018, Mr. Narachi served as President and Chief Executive Officer and a
director of Orexigen Therapeutics, Inc., a biotechnology company. Orexigen filed for reorganization under Chapter 11 of the U.S.
Bankruptcy Code in March 2018. Previously, Mr. Narachi served as Chairman, Chief Executive Officer, and President of Ren
Pharmaceuticals, Inc., a private biotechnology company, from November 2006 to March 2009. In 2004, Mr. Narachi retired as an officer
and Vice President of Amgen Inc., a leading therapeutics company, where he served as General Manager of Amgen’s Anemia
Business from 1999 to 2003. Mr. Narachi joined Amgen in 1984 and held various senior positions throughout the organization over a
20-year career including: Vice President of Development and Representative Director for Amgen Japan; Head of Corporate Strategic
Planning; Chief Operations Officer of Amgen BioPharma; and Vice President, Licensing and Business Development. He served as
General Manager of Amgen’s Anemia Business from 1999 to 2003 until his retirement in 2004. Mr. Narachi currently serves on the
board of directors of BIO, the Biotechnology Innovation Organization, and previously served as a member of the board of directors of
PhRMA, the Pharmaceutical Research and Manufacturers of America. He previously served as the chairman of the board of directors
of Celladon Corporation, a publicly traded gene therapy company, from October 2013 to March 2016, and as a director of AMAG
Pharmaceuticals, Inc., a publicly traded specialty pharmaceutical company, from November 2006 to April 2014. Mr. Narachi received a
B.S. in Biology and an M. A. degree in Biology and Genetics from the University of California at Davis. He received an M.B.A. from the
Anderson Graduate School of Management at University of California, Los Angeles.

We believe that Mr. Narachi is qualified to serve on our Board due to his extensive experience in the life sciences industry, his service
as the chief executive officer of various biotechnology companies, and his membership on various boards of directors in the
biotechnology and pharmaceutical sectors, all of which give him the skills to provide us with operational and strategic insights.

ULTRAGENYX PHARMACEUTICAL INC. - 2021 Proxy Statement 9
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Class lll Directors Continuing in Office Until 2022

Board member and advisor to various life science companies

Age:
Director since:

Committees:

Other Public Directorships:

Executive Partner at Sofinnova
Age:
Director since:

Comnmittees:

Other Public Directorships:

Mr. Aliski has served as a commercial consultant for early-stage orphan disease companies, including Audentes Therapeutics, Inc. from
September 2018 to March 2019, Ra Pharmaceuticals, Inc. from October 2016 to March 2017, Clementia Pharmaceuticals, Inc. from
December 2015 to January 2017 and May 2018 to the present, OxThera from January 2015 through April 2015, Prosensa during 2014,
Adimab LLC from November 2013 until December 2013, NPS Pharmaceuticals from April 2013 through December 2014, Fidelity
Biosciences from August 2012 until December 2012, and Enobia Pharma from September 2011 until March 2012. Before that, Mr.
Aliski served as Senior Vice President and Chief Commercial Officer of FoldRx Pharmaceuticals, a rare disease company that is now a
wholly-owned subsidiary of Pfizer Inc., from June 2009 until March 2011, as Director of Simon Kucher Partners, a global consulting
firm, from January 2008 until June 2009, and as General Manager of BioMarin Europe at BioMarin Pharmaceuticals Inc. from
December 2005 until January 2008. Mr. Aliski currently serves on the board of directors of Applied Genetic Technologies Corporation, a
public biotechnology company, and on the board of directors of X4 Pharmaceuticals, Inc., a public biopharmaceutical company. Mr.
Aliski received a B.S. in Economics and a Master of Social Planning from Boston College and an M.P.A. from the Kennedy School of
Government at Harvard University.

We believe that Mr. Aliski is qualified to serve on our Board due to his extensive experience in the life sciences industry, membership on
various boards of directors, and his leadership and management experience.

Dr. Ekman has more than 30 years of experience in the pharmaceutical industry and is currently an executive partner at Sofinnova, a
venture capital firm, where Dr. Ekman has served as executive partner since March 2008. He currently serves as Chairman of the
Board of Amarin Corporation plc, a public biopharmaceutical company and Chairman of the Board of Prothena Corporation plc, a public
neuroscience company. Dr. Ekman previously served on the boards of Spark Therapeutics, Inc. from 2015 until December 2019, Elan
Corporation plc from 2007 through 2013, InterMune Inc. from 2006 through 2013, and Ocera Therapeutics, Inc. from 2009 through
2015 and Sophiris Bio, Inc. from 2010 to September 2020. From October 2008 to 2011, he served as Co-Founder and Chief Executive
Officer of Cebix Inc., a C-peptide replacement therapy company. He was Executive Vice President and President of Global Research
and Development at Elan Corporation plc, from January 2001 to December 2007. Prior to joining Elan, he was Executive Vice
President, Research and Development at Schwarz Pharma AG from February 1997 to December 2000, and prior to that was employed
in a variety of senior scientific and clinical functions at Pharmacia, now Pfizer Inc. Dr. Ekman is a board-certified surgeon with a Ph. D.
in experimental biology and has held several clinical and academic positions in both the United States and Europe. He obtained his
Ph.D. and M.D. from the University of Gothenburg, Sweden.

We believe that Dr. Ekman is qualified to serve on our Board due to his extensive experience in the life sciences industry, and
particularly his research and development expertise, as well as his membership on various boards of directors in the biotechnology
industry.

Board member and advisor to various life science companies

Age:
Director since:

Committees:

Other Public Directorships:

Mr. Fust is a board member and advisor to life sciences companies. He retired as Executive Vice President of Onyx Pharmaceuticals,
Inc., a biopharmaceutical company, where he served from January 2009 until January 2014. From May 2003 to December 2008, Mr.
Fust served as Chief Financial Officer at Jazz Pharmaceuticals, Inc., a specialty pharmaceutical company. From 2002 to 2003, Mr. Fust
served as Chief Financial Officer at Perlegen Sciences, Inc., a biopharmaceutical company. Previously, he was Senior Vice President
and Chief Financial Officer at ALZA Corporation, a pharmaceutical company, where he was an executive from 1996 until 2002. From
1991 until 1996, Mr. Fust was a manager in the healthcare strategy practice at Andersen Consulting. Mr. Fust currently serves on the
board of directors of Atara Biotherapeutics, Inc. and Crinetics Pharmaceuticals, Inc., which are publicly traded biopharmaceutical
companies. Mr. Fust also previously served on the board of directors of Sunesis Pharmaceuticals, Inc. from May 2005 to May 2017, the
board of Dermira, Inc. from August 2014 to February 2020 and the board of MacroGenics, Inc. from March 2014 to May 2020. Mr. Fust
received a B.A. in accounting from the University of Minnesota and an M.B.A. from the Stanford Graduate School of Business.

We believe that Mr. Fust is qualified to serve on our Board due to his extensive experience in the life sciences industry, his financial
experience and ability to be our “audit committee financial expert,” and his service as a director of other public biopharmaceutical
companies.
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Class | Directors Continuing in Office Until 2023

Founder, President and CEO
Age:

Director since:

Committees:

Other Public Directorships:

Dr. Kakkis is our founder and has served as our President and Chief Executive Officer and as a member of our Board since our
inception in April 2010. Prior to Ultragenyx, Dr. Kakkis served from September 1998 to February 2009 in various executive capacities,
and ultimately as Chief Medical Officer, at BioMarin Pharmaceutical Inc., a biopharmaceutical company. Dr. Kakkis then served as a
development consultant to BioMarin from 2009 through 2010. Dr. Kakkis is also Founder of EveryLife Foundation for Rare Diseases, a
non-profit organization he started in 2009 to accelerate biotechnology innovation for rare diseases. Dr. Kakkis is board certified in
Medical Genetics and was board certified in Pediatrics. He holds a B.A. in Biology from Pomona College and received combined M.D.
and Ph.D. degrees from the UCLA School of Medicine’s Medical Scientist Training Program where he received the Bogen prize for his
research.

We believe that Dr. Kakkis possesses specific expert knowledge of genetics and rare diseases and operational experience in the life
sciences sector that qualify him to serve on our Board.

President and Chief Operating Officer of Alector, Inc.

Age:

Director since:

Committees:

Other Public Directorships:

Dr. Suliman has served as President and Chief Operating Officer of Alector, Inc., a publicly traded clinical stage biotechnology
company, since December 2019 and previously served as Senior Vice President, Corporate Development and Strategy of Theravance
Biopharma, Inc., a biopharmaceutical company, from July 2017 until March 2019. Prior to her position at Theravance, Dr. Suliman
worked for Genentech, Inc., a biopharmaceutical company, as Group Leader and Project Team Leader in the R&D Portfolio
Management and Operations Group from September 2010 to May 2015 and then as Vice President and Global Therapeutic Head,
Roche Partnering from June 2015 to July 2017. Prior to Genentech, Dr. Suliman held various management roles of increasing
responsibility at Gilead Sciences, Inc., a public biopharmaceutical company, between January 2005 and September 2010. Prior to
Gilead, Dr. Suliman was an investment banker with Lehman Brothers and Petkevich & Partners, advising public and private companies
on buy- and sell-side transactions. She is a member of the board of directors of 10X Genomics, Inc., a publicly traded life science
technology company, and a member of the board of directors of Parvus Therapeutics, Inc., a private biopharmaceutical company. Dr.
Suliman received her M.D. at the University of Cape Town Medical School, South Africa, and holds an M.B.A, with distinction, and
M.Phil. in Development Studies degrees from Oxford University, where she was a Rhodes Scholar.

We believe that Dr. Suliman is qualified to serve on our Board due to her extensive operational experience with global
biopharmaceutical companies, and particularly her expertise in business development, corporate strategy and clinical drug
development.

Executive Chairman at Levo Therapeutics, Inc. and Incarda Therapeutics, Inc.

Age:

Director since:

Committees:

Other Public Directorships:

Mr. Welch is currently Executive Chairman at Levo Therapeutics, Inc., a private biotechnology company, and Executive Chairman of
Incarda Therapeutics, Inc., a private biotechnology firm, positions he has held since August 2018 and March 2019, respectively.
Between January 2015 and January 2018, he was an Executive Partner at Sofinnova Ventures, a venture capital firm. Prior to
Sofinnova, Mr. Welch served as Chairman, Chief Executive Officer, and President of InterMune, Inc., a biotechnology company, from
May 2008 to October 2014 and served as President and Chief Executive Officer of InterMune and a member of its board of directors
from September 2003 to May 2008. From August 2002 to January 2003, Mr. Welch served as Chairman and Chief Executive Officer of
Triangle Pharmaceuticals, Inc., a pharmaceutical company. From October 2000 to June 2002, Mr. Welch served as president of the
pharmaceutical division of Elan Corporation, plc. In addition to serving as Executive Chairman at Levo Therapeutics and as Executive
Chairman of Incarda Therapeutics, both private biotechnology firms, Mr. Welch currently serves on the boards of directors of Seattle
Genetics, Inc., Intercept Pharmaceuticals, Inc. and Nuvation Bio Inc., which are publicly traded biotechnology companies. Mr. Welch
previously served as chairman of the board of AveXis, Inc., a publicly traded biotechnology company, from January 2016 through its
acquisition in May 2018, and on the boards of directors of Hyperion Therapeutics, Inc., a publicly traded biotechnology company, from
2012 through its acquisition in 2015, as well as Corium International, Inc., a publicly traded biopharmaceutical company, from 2007
through 2014. Mr. Welch holds a B.S. from the University of Miami and an M.B.A. from the University of North Carolina.

We believe that Mr. Welch is a strong operating executive with operational and strategic expertise in the global pharmaceutical market,
whose experience contributes valuable insight to the Board.
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Current Director Not Standing for Reelection

President, CEO and Chairman of Seattle Genetics, Inc.

Age: Dr. Siegall currently serves as President and Chief Executive Officer and Chairman of the Board of Seattle Genetics, Inc., a
biotechnology company. Dr. Siegall co-founded Seattle Genetics in 1997. Prior to Seattle Genetics, Dr. Siegall worked for the Bristol-
Myers Squibb Pharmaceutical Research Institute from 1991 to 1997 and the National Cancer Institute, National Institutes of Health from
1988 to 1991. Dr. Siegall previously served as a director of Alder BioPharmaceuticals, Inc., a publicly traded biotechnology company,
) from 2006 until October 2019 and also served as a director of Mirna Therapeutics, Inc., a publicly traded biotechnology company, from
Committees: January 2013 to December 2016. Dr. Siegall received a B.S. in Zoology from the University of Maryland and a Ph.D. in Genetics from

Other Public Directorships: George Washington University.

Director since:

We believe that Dr. Siegall is qualified to serve on our Board due to his extensive experience in the life sciences industry and his role as
chief executive officer of a publicly traded biotechnology company, both of which give him the skills to provide strategic leadership to our
company.

Vote Required

The two nominees who receive the greatest number of affirmative votes will be elected as Class Il directors. Broker non-votes and shares as to which a
stockholder withholds voting authority are not considered votes cast and therefore will have no effect on the vote outcome.

Director Resignation Policy

We have a director resignation policy, which is set forth in our Corporate Governance Guidelines, a copy of which is available on our website at in the
“Corporate Governance” subsection of the “Investors” tab. The policy establishes that any director nominee who receives more “withhold” votes than “for”
votes in an uncontested election of directors is required to tender his or her resignation promptly following the certification of the election results. Abstentions
and broker non-votes are not counted as either a “withhold” or “for” vote.

The Nominating and Corporate Governance Committee will promptly consider the tendered resignation and make a recommendation to the Board. The
Board will act on the recommendation of the Nominating and Corporate Governance Committee no later than 90 days following the certification of the
election results. The Board will promptly publicly disclose its decision and, if applicable, the reasons for rejecting the tendered resignation.

O THE BOARD OF DIRECTORS RECOMMENDS A VOTE “ ” EACH OF THE TWO DIRECTOR NOMINEES IDENTIFIED ABOVE.
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PROPOSAL 2

Our Audit Committee has selected Ernst & Young LLP as our independent registered public accounting firm for the fiscal year ending December 31, 2021,
and has further directed that we submit the selection of Ernst & Young LLP for ratification by our stockholders at the Annual Meeting.

We are not required to submit the selection of our independent registered public accounting firm for stockholder approval, but are submitting our selection of
Ernst & Young LLP for stockholder ratification as a matter of good corporate governance. If the stockholders do not ratify this selection, the Audit Committee
will reconsider its selection of Ernst & Young LLP. Even if the selection is ratified, our Audit Committee may direct the appointment of a different independent
registered public accounting firm at any time during the year if the Audit Committee determines that the change would be in our best interests.

The Audit Committee reviews and pre-approves all audit and non-audit services performed by its independent registered public accounting firm. The Audit
Committee may delegate its pre-approval authority to one or more of its members and has delegated such authority to the Chairman of the committee; any
pre-approval decisions made by the Chairman are reported by the Chairman to the Audit Committee at the next scheduled committee meeting. The Audit
Committee may pre-approve specified audit-related services (assurance and related services that are reasonably related to the performance of the audit or
review of our financial statements and that are traditionally performed by the independent auditor) as well as specified tax services that the Audit Committee
believes would not impair the independence of the independent auditor, and that are consistent with rules on auditor independence established by the SEC
and the Public Company Accounting Oversight Board (PCAOB). The Audit Committee may also pre-approve those permissible non-audit services classified
as “all other services” that it believes are routine and recurring services and would not impair the independence of the independent auditor and are
consistent with SEC and PCAOB rules on auditor independence. All requests or applications for services to be provided by the independent auditor will be
submitted to the Chief Financial Officer and must include a detailed description of the services to be rendered. The Chief Financial Officer or the Principal
Accounting Officer, as the case may be, will authorize those services that have been pre-approved by the Audit Committee. If there is any question as to
whether a proposed service fits within the pre-approved categories of services, the Chairman of the Audit Committee is to be consulted for a determination.
For services that have not been pre-approved by the Audit Committee, requests or applications to provide services will be submitted to the Audit Committee
by both the independent auditor and the Chief Financial Officer, and must include a joint oral or written statement as to whether, in their view, the request or
application is consistent with the SEC’s and PCAOB's rules on auditor independence.

All services rendered by Ernst & Young LLP in fiscal 2020 were approved in accordance with these policies. In its review of non-audit services, the Audit
Committee considers, among other things, the possible impact of the performance of such services on the independent registered public accounting firm’s
independence. The Audit Committee has determined that the non-audit services performed by Ernst & Young LLP in the fiscal year ended December 31,
2020 were compatible with maintaining the independent registered public accounting firm’'s independence. Additional information concerning the Audit
Committee and its activities can be found in the following sections of this Proxy Statement: “Board of Directors and Committees—Board Committees” and
“Report of the Audit Committee.”

Ernst & Young LLP has audited our financial statements since our inception. Representatives of Ernst & Young LLP are expected to be present at the Annual
Meeting, will have the opportunity to make a statement if they desire to do so, and will be available to respond to appropriate stockholder questions.
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Fees for Independent Registered Public Accounting Firm

The following is a summary of the aggregate fees billed or expected to be billed to us for the audit and other services rendered by Ernst & Young LLP, our
independent registered public accounting firm, for the fiscal years ended December 31, 2020 and 2019.

2020 2019
Audit fees® $ 1,626,000 $ 1,523,000
Audit-related fees — —
Tax fees® 94,000 120,000

All other fees — —

(1) Audit fees consist of the aggregate fees billed for professional services rendered for the audit of our annual financial statements included in our annual reports on Form 10-
K; the review of our interim financial statements included in our quarterly reports on Form 10-Q; consultation on technical accounting matters; assistance with registration
statements filed with the SEC; and the issuance of comfort letters and consents.

(2) Tax fees principally include fees for tax compliance and tax advice.

Vote Required

Ratification of the selection of the independent registered public accounting firm requires the affirmative vote of a majority of the votes cast. Because
abstentions and broker non-votes are not counted as votes cast for or against this proposal, they will have no effect on the outcome of the vote.

O THE BOARD OF DIRECTORS RECOMMENDS A VOTE *“ ” PROPOSAL NO. 2.
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The Audit Committee evaluates auditor performance, manages relations with our independent registered public accounting firm, and evaluates policies and
procedures relating to internal control systems. The Audit Committee operates under a written Audit Committee Charter that has been adopted by the Board,
a copy of which is available on our website at www.ultragenyx.com. All members of the Audit Committee currently meet the independence and qualification
standards for Audit Committee membership set forth in the listing standards and rules of Nasdaq and the SEC.

No member of the Audit Committee is a professional accountant or auditor. The members’ functions are not intended to duplicate or to certify the activities of
management and the independent registered public accounting firm. The Audit Committee serves a board-level oversight role in which it provides advice,
counsel, and direction to management and the auditors on the basis of the information it receives, discussions with management and the auditors, and the
experience of the Audit Committee’s members in business, financial, and accounting matters.

The Audit Committee oversees our financial reporting process on behalf of the Board. Our management has the primary responsibility for the financial
statements and reporting process, including our system of internal controls over financial reporting. In fulfilling its oversight responsibilities, the Audit
Committee reviewed and discussed with management the audited financial statements included in the Annual Report on Form 10-K for the fiscal year ended
December 31, 2020. This review included a discussion of the quality and the acceptability of our financial reporting, including the nature and extent of
disclosures in the financial statements and the accompanying notes.

The Audit Committee also reviewed with our independent registered public accounting firm, which is responsible for expressing an opinion on the conformity
of the audited financial statements with accounting principles generally accepted in the United States of America, their judgments as to the quality and the
acceptability of our financial reporting and such other matters as are required to be discussed with the Committee pursuant to applicable rules of the
PCAOB. The Audit Committee has received the written disclosures and the letter from the independent registered public accounting firm required by the
PCAOB regarding the independent accountant’s communications with the Audit Committee concerning independence. The Audit Committee discussed with
the independent registered public accounting firm their independence from us and management, including the matters required by the applicable rules of the
PCAOB.

In addition to the matters specified above, the Audit Committee discussed with our independent registered public accounting firm the overall scope, plans,
and estimated costs of their audit. The Audit Committee met with the independent registered public accounting firm periodically, with and without
management present, to discuss the results of the independent registered public accounting firm’s examinations, the overall quality of our financial reporting,
and the independent registered public accounting firm'’s reviews of the quarterly financial statements and drafts of the quarterly and annual reports.

In reliance on the reviews and discussions referred to above, the Audit

Committee recommended to the Board that our audited financial statements should be included in our Annual Report on Form 10-K for the fiscal year ended
December 31, 2020.

Submitted by the Audit Committee of the Board of Directors
Matthew Fust, Chairperson

William Aliski
Michael Narachi
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PROPOSAL 3

Background

The Dodd-Frank Wall Street Reform and Consumer Protection Act (Dodd-Frank Act) requires that stockholders have the opportunity to cast an advisory
(non-binding) vote to approve the compensation of our named executive officers (say-on-pay vote).

The say-on-pay vote is a non-binding vote on the compensation of our “named executive officers,” as described in the Compensation Discussion and
Analysis section, the tabular disclosure regarding such compensation, and the accompanying narrative disclosure, set forth in this Proxy Statement. The
say-on-pay vote is not a vote on our general compensation policies, compensation of our Board of Directors, our compensation policies as they relate to risk
management, or our pay ratio.

Our philosophy in setting compensation policies for executive officers has two fundamental objectives: (1) to attract and retain a highly-skilled team of
talented executives and (2) to align our executives’ interests with those of our stockholders by rewarding short-term and long-term performance and tying
compensation to increases in stockholder value. The Compensation Committee believes that executive compensation should be directly linked to
performance, including continuous improvements in corporate performance and accomplishments of our strategic plan that are expected to increase
stockholder value. The Compensation Discussion and Analysis section starting on page 29 provides a more detailed discussion of the executive
compensation program and compensation philosophy.

The vote under this Proposal No. 3 is advisory and therefore not binding on us, the Board, or our Compensation Committee. However, our Board, including
our Compensation Committee, values the opinions of our stockholders and, to the extent there is any significant vote against this proposal, we will consider
our stockholders’ concerns and evaluate what actions may be appropriate to address those concerns. The Dodd-Frank Act requires us to hold the say-on-
pay vote at least once every three years, and we have determined to hold a say-on-pay vote every year. Unless the Board modifies its policy on the
frequency of holding say-on-pay advisory votes, the next say-on-pay vote will occur in 2022. Additionally, in 2022 we will conduct an advisory vote on the
frequency of holding future say-on-pay advisory votes.

Stockholders will be asked at the Annual Meeting to approve the following resolution pursuant to this Proposal No. 3:

RESOLVED, that the stockholders of Ultragenyx Pharmaceutical Inc. approve, on an advisory basis, the compensation of the Company’s “named executive
officers” (as defined in the Company’s definitive proxy statement for the 2021 Annual Meeting of Stockholders (the “Proxy Statement”)), as such
compensation is described in the Compensation Discussion and Analysis section, the tabular disclosure regarding such compensation, and the
accompanying narrative disclosure, set forth in the Company’s Proxy Statement.

Vote Required

Approval of this resolution requires the affirmative vote of a majority of the votes cast on this proposal. Because abstentions and broker non-votes are not
counted as votes cast for or against this resolution, they will have no effect on the outcome of the vote.

@ THE BOARD OF DIRECTORS RECOMMENDS A VOTE “ ” PROPOSAL NO. 3.
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Director Independence

Our Board currently consists of nine members. Our Board has determined that Mr. Aliski, Dr. Dunsire, Dr. Ekman, Mr. Fust, Mr. Narachi, Dr. Siegall, Dr.
Suliman, and Mr. Welch qualify as “independent” directors in accordance with Nasdaq listing requirements and rules. Dr. Kakkis is not considered
independent because he is an employee of the Company. Under Nasdaq rules, the Board’s determination of a director’s independence considers objective
tests, such as whether the director is, or has been within the last three years, an employee of the Company and whether the director or any of his or her
family members has engaged in certain types of business dealings with us. Under Nasdagq rules, our Board also evaluates whether any relationships exist
that, in the opinion of our Board, would interfere with the exercise of independent judgment in carrying out the responsibilities of a director. In making these
independence determinations, our Board reviewed and discussed information provided by the directors and us with regard to each director’s business and
personal activities and relationships as they may relate to us and our management. There are no family relationships among any of our directors or
executive officers.

Director Commitments

Our Board believes that all members of the Board must have sufficient time to focus on his or her Board duties. In 2020, our Nominating and Corporate
Governance Committee reviewed the policies of institutional and proxy advisory firms on director time commitments as well as the policies of our peer
companies. We also discussed this topic during our engagement discussions with our stockholders. Based on the information reviewed and in response to
stockholder feedback we received during our engagement efforts, the Nominating and Corporate Governance Committee recommended to the Board, and
the Board approved, revisions to our Corporate Governance Guidelines to limit the total number of public company boards that a director may serve as
follows:

Director who is not a public company Chief Executive Officer: five total public company boards
Director who serves as a Chief Executive Officer of a public company: three total public company boards

All of our directors are currently in compliance with our policy.

Global Code of Conduct

We have adopted a Global Code of Conduct that applies to all of our employees, officers, and directors, including those officers responsible for financial
reporting. Our Global Code of Conduct is available on our website, www.ultragenyx.com, under the “Corporate Governance” subsection of the “Investors”
tab. We will promptly disclose on our website any future changes or amendments to the Global Code of Conduct that we are required to disclose, and any
waivers of our Global Code of Conduct that apply to our Chairman of the Board, any of our executive officers, or any member of our Board.

Anti-Hedging Policy

Our insider trading policy prohibits our directors and employees, including our executive officers, from engaging in hedging transactions that are designed to
hedge, offset or transfer with respect to equity compensation received by a director or employee, all or a portion of the risk of a decline in the market price of
shares of our stock.

Stockholder Communications

Generally, stockholders who have questions or concerns regarding the Company should contact our Investor Relations department at (844) 280-7681.
However, any stockholders who wish to address questions regarding our business or affairs directly with the Board, or any individual director, should direct
his or her questions in writing to the Chairman of the Board, c/o Ultragenyx Pharmaceutical Inc., 60 Leveroni Court, Novato, California 94949. At the request
of the Chairman of the Board, the Secretary to the Board reviews all correspondence addressed to the Chairman, organizes the correspondence, and
provides it to the Chairman or to individual directors, as appropriate. Our independent directors have requested that certain items that are unrelated to the
Board’s duties, such as spam, junk mail, mass mailings, solicitations, resumes, and job inquiries not be provided to directors.
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During fiscal 2020, our Board met five times and also acted by written consent four times. Each director attended at least 75% of the aggregate of the
meetings of the Board and meetings of the committees of which the director was a member in our last fiscal year held during the period when the director
served on the Board or the committees, as applicable. On average, our directors attended at least 98% of such meetings.

The Board has a standing Audit Committee, Compensation Committee, Nominating and Corporate Governance Committee, and Research and Development
Committee. All members of the Audit, Compensation, and Nominating and Corporate Governance Committees are non-employee directors whom the Board
has determined are independent under applicable independence standards (including the heightened independence standards that apply to Audit Committee
and Compensation Committee members).

Seven of the directors serving at the time of the 2020 Annual Meeting of Stockholders (2020 Annual Meeting) attended such annual meeting. Each director
who is up for election at an annual meeting of stockholders or who has a term that continues after such annual meeting is encouraged to attend the annual
meeting of stockholders.

Board Leadership Structure

We currently separate the positions of Chairman of the Board and Chief Executive Officer, which allows our Chief Executive Officer, Dr. Kakkis, to focus on
our day-to-day business, while allowing the Chairman of the Board, Mr. Welch, to lead the Board in its fundamental role of providing advice to and
independent oversight of management. Independent oversight of management is an important goal of the Board, which is why our Corporate Governance
Guidelines provide that a lead independent director will be appointed by the Board if the Chairman is not independent. Additionally, our Board recognizes the
time, effort, and energy that the Chief Executive Officer is required to devote to his position in the current business environment, as well as the commitment
required to serve as our Chairman. Our Board also believes that the separation of the Chairman and Chief Executive Officer positions fosters a greater role
for the independent directors in the oversight of our Company and active participation of the independent directors in setting agendas and establishing
priorities and procedures for the work of our Board. The benefits of the separated Chairman and Chief Executive Officer positions are augmented by the
independence of eight of our nine current directors, including our Chairman, and our independent Board committees that provide appropriate oversight in the
areas described below. At executive sessions of independent directors, these directors can speak candidly on any matter of interest. The independent
directors of the Board regularly meet in executive sessions, having done so four times in 2020, and the Chairman presides at these sessions. We believe
this structure provides effective oversight of our management and the Company.

Role of the Board in Risk Oversight

The Board has overall responsibility for the oversight of our risk management process, which is designed to support the achievement of organizational
objectives, including strategic objectives, to improve long-term organizational performance, and enhance stockholder value. Risk management includes not
only understanding company-specific risks and the steps management implements to manage those risks, but also what level of risk is acceptable and
appropriate for us. Management is responsible for establishing our business strategy, identifying and assessing the related risks, and implementing
appropriate risk management practices. The Board periodically reviews our business strategy and management’'s assessment of the related risk and
discusses with management the appropriate level of risk for us. In 2020, the Board and the Committees, as appropriate, reviewed with management the
various risks and mitigation strategies related to the COVID-19 pandemic, such as the Company’s return to work and testing plans and heighted
cybersecurity risks created by remote working arrangements. The Board also delegates to Board committees oversight of selected elements of risk as set
forth below.
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Board Committees

Our Board currently has a standing Audit Committee, Compensation Committee, Nominating and Governance Committee and Research and Development
Committee. Each of these committees operates under a written charter setting forth the functions and responsibilities of the committee, a copy of which is
available on our website at www.ultragenyx.com under the “Corporate Governance” subsection of the “Investors” tab.

Members:

Matthew K. Fust (Chairperson)
William Aliski

Michael Narachi

All members of the Audit Committee satisfy
the current independence and financial
literacy standards promulgated by Nasdaq
and the SEC, and the Board has
determined that Mr. Fust qualifies as an
“audit committee financial expert,” as the
SEC has defined that term in Item 407 of
Regulation S-K

Meetings held during 2020:

The Audit Committee has been delegated the task of overseeing significant financial risks facing us and
steps management has undertaken to control them reporting back to the Board regarding the same. In 2020,
the Audit Committee reviewed with management in particular the risks and mitigation strategies related to
cybersecurity and security programs related to our information technology systems.

Appoints, approves the compensation of, reviews the performance of, and assesses the independence of
our independent registered public accounting firm

Approves audit and permissible non-audit services, and the terms of such services, to be provided by our
independent registered public accounting firm

Reviews the audit plan with the independent registered public accounting firm and members of
management responsible for preparing our financial statements

Reviews and discusses with management and the independent registered public accounting firm our
annual and quarterly financial statements and related disclosures and critical accounting policies

Reviews the adequacy of our internal control over financial reporting; establishes policies and procedures
for the receipt and retention of accounting-related complaints and concerns

Recommends whether our audited financial statements shall be included in our annual reports on Form
10-K

Prepares the audit committee report to be included in our annual proxy statements

Reviews all related-person transactions

Reviews policies related to financial risk assessment and management

Establishes, maintains, and oversees our Global Code of Conduct

Assists the Nominating and Corporate Governance Committee by overseeing our compliance program
with respect to legal and regulatory requirements impacting areas of financial risk

Annually reviews and reassesses the adequacy of the Audit Committee charter and performs other duties,
as specified in the charter
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Compensation Committee

Key Responsibilities

Members:

Michael Narachi (Chairperson)
William Aliski

Clay B. Siegall, Ph.D.

Daniel G. Welch

All members of the Compensation
Committee satisfy the current Nasdaq and
SEC independence standards

Meetings held during 2020: Four

The Compensation Committee has been delegated the task of overseeing risks related to our compensation
policies and programs. In 2020, the Compensation Committee reviewed with management in particular the
risks and mitigation strategies related to human capital management such as employee retention and
recruitment.

Annually reviews and approves corporate goals and objectives relevant to the compensation of our
executive officers

Evaluates the performance of our executive officers in light of such goals and objectives, and determines
the compensation of our executive officers

Appoints, compensates, and oversees the work of any compensation consultant, legal counsel, or other
advisor retained by the Compensation Committee

Conducts the independence assessment outlined in Nasdaqg rules with respect to any compensation
consultant, legal counsel, or other advisor retained by the Compensation Committee

Oversees,and has the authority to administer, our compensation and benefit plans

Reviews and approves our policies and procedures for the grant of equity-based awards

Reviews and makes recommendations to the Board with respect to director compensation

Reviews and discusses with management the compensation discussion and analysis, if any, to be
included in our annual proxy statements or annual reports on Form 10-K

Oversees the maintenance and presentation to the Board of management’s plans for succession to senior
management positions

Annually reviews and reassesses the adequacy of the Compensation Committee charter and performs
other duties, as specified in the charter

Nominating and Corporate

Governance Committee

Members:

Shehnaaz Suliman, M.D. (Chairperson)
Matthew K. Fust

Daniel G. Welch

All _members of the Nominating and
Corporate Governance Committee satisfy
the  current Nasdag and  SEC
independence standards

Meetings held during 2020: Three

Key Responsibilities

The Nominating and Corporate Governance Committee has been delegated the task of overseeing all risks
facing us, other than those overseen by the Audit Committee and by the Compensation Committee, and
reporting back to the Board regarding the same. In 2020, the Nominating and Corporate Governance
Committee reviewed with management in particular the risks and mitigation strategies related to ESG
matters.

Develops and recommends to the Board criteria for Board and committee membership

Establishes procedures for identifying and evaluating Board candidates, including nominees
recommended by stockholders; identifies individuals qualified to become members of the Board

Recommends to the Board the persons to be nominated for election as directors and to each of the
Board’'s committees

Develops and recommends to the Board a set of corporate governance guidelines

Oversees the maintenance and presentation to the Board of plans for succession to the position of Chief
Executive Officer

Assists the Compensation Committee in its oversight of succession planning for other senior management
positions
Oversees our compliance program

Annually reviews and reassesses the adequacy of the Nominating and Corporate Governance Committee
charter and performs other duties, as specified in the charter
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Research and Development

Committee Key Respons

Members: The Research and Development Committee assists the Board in its oversight of the strategic direction for
Lars Ekman M.D., Ph.D. (Chairperson) our pipeline and investment in research and development. In 2020, the Research and Development
Deborah Dunsire, M.D. Committee reviewed with management in particular the risks and mitigation strategies related to the
Emil Kakkis, M.D., Ph.D. Company'’s approach to evaluating its clinical and pre-clinical programs.

Shehnaaz Suliman, M.D.
» Evaluates and advises on our key R&D activities and early pipeline development goals and strategy

- Assesses the resources and budget allocated to R&D spend and provides guidance regarding the
investment of resources in pipeline growth

- Evaluates and provides input with respect to the quality of the science being conducted and overall
program execution

» Assesses the overall quality of the R&D programs and prospects for progression to monitor our pipeline to
maintain product flow

« Evaluates our clinical-stage pipeline and its progress, as well as those operational execution initiatives
that are important for filing and approval of products in our pipeline

- Performs other duties as specified in the Research and Development Committee Charter

Meetings held during 2020: Four

Compensation Committee Interlocks and Insider Participation

During fiscal 2020, the Compensation Committee consisted of Mr. Aliski, Mr. Narachi, Dr. Siegall and Mr. Welch. None of the members of our Compensation
Committee has at any time during the prior three years been one of our officers or employees. None of our executive officers currently serves, or in the past
fiscal year has served, as a member of the board of directors or compensation committee of any entity that has one or more executive officers serving on our
Board or Compensation Committee.
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At Ultragenyx, we are committed to advancing innovative life-changing treatments for rare and ultra-rare diseases, striving for majority access globally to our
medicines for patients who could benefit from them, and supporting the larger rare-disease community. We believe that our success depends on our ability to
attract, develop and retain key personnel. We strive toward having a diverse team of employees and are committed to equality, inclusion and workplace
diversity. As we continue to grow, we also strive to limit our environmental impact.

Patients and the Rare Disease Community

We recognize that approximately 95% of rare diseases do not have treatments available and that it is of utmost urgency to find treatments where none

currently exists. All of our approved products, Crysvita®, Mepsevii® and Dojolvi®, are the only approved therapy for their respective diseases, which is also
the case for the vast majority of our product candidates.

We believe that we have an obligation to ensure global majority access for our patients who can benefit from our products. Since 2013, approximately 175
patients in over 25 countries have been treated with our approved products through compassionate use programs. We are committed to pricing our
medicines responsibly and ensuring that any price increases are consistent with inflation adjustments.

We are committed to helping patients obtain early and accurate diagnoses whether or not they have a disease that we are studying, as well as helping the
field move forward by sharing our science, whether by us or others. Our efforts have led to the submission of more than 4,800 patient samples for genetic
testing for more than 50 genetic diseases, which include more than 40 diseases that we are not currently studying. We host an annual RARE Entrepreneur
Boot Camp designed for patients and advocates who have started funding rare disease research and are looking to better coordinate and build structure
around their efforts. Since its inception in 2018, individuals representing over 50 organizations have participated in our RARE Entrepreneur Boot Camp.

Employees and Workplace Inclusion and Diversity
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Retention of our key contributors were also included as our corporate goals for fiscal year 2020 and as part of our corporate goals for
2021.

We provide various training and development programs that are intended to build and strengthen our employees’ leadership and professional skills which we
continued virtually even as most of our employees worked remotely due to the COVID-19 pandemic.
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We conduct an employee engagement survey on an annual basis, the results of which are discussed with our board of directors, at all-hands employee
meetings and in individual functions. Our 2020 engagement survey saw a 91% completion rate, with 91% of responders indicating favorable engagement.

In 2020, we achieved a retention rate of 96% of our key contributors, defined as those employees with a review rating of “fully meets” or higher.

Retention of our key contributors were also included as our corporate goals for fiscal year 2020 and as part of our corporate goals for 2021.

We formed an “Inclusion and Diversity Action Team” in 2020 comprised of employee representatives across various business functions. One of the
purposes of the team is to identify potential actions for improvement and build accountability across the company to further our progress on meeting our
diversity objectives.

We have multiple employee community groups to foster dialogue and other actions related to diversity and inclusion.

One of our 2021 corporate goals relates to employee perception of whether the company reflects an inclusive culture.

Environmental

We are committed to limiting our environmental impact and to operating our business in a sustainable manner.

Beginning in 2021, we expect to purchase 100% renewal electricity for our entire campus in our Novato headquarters. Marin Clean Energy (MCE)'s Deep
Green program provides power from non-polluting, wind and solar sources in California. By sourcing electricity through this program, we expect to
significantly reduce our carbon footprint and simultaneously invest in a greener power grid for the future.

We currently plan to use LEED Silver design standards in constructing our gene therapy manufacturing facility in Bedford, Massachusetts.

* Qur ESG goals and other forward-looking statements about our corporate ESG activities are aspirational and may change, and there is no guarantee or promise that they will
be met.
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Our current executive officers, their respective ages as of the date of this Proxy Statement, and positions are set forth in the following table. Biographical
information regarding each executive officer (other than Dr. Kakkis) is set forth following the table. Biographical information for Dr. Kakkis is set forth above
under Proposal No. 1 (Election of Class Il Directors).

Name Age Position

Emil D. Kakkis, M.D., Ph.D. 60 President and Chief Executive Officer, Director

Camille L. Bedrosian, M.D. 68  Chief Medical Officer and Executive Vice President

Mardi C. Dier 57  Chief Financial Officer and Executive Vice President

Erik Harris 51 Chief Commercial Officer and Executive Vice President

Dennis Huang 56  Chief Technical Operations Officer and Executive Vice President

Thomas Kassberg 60 Chief Business Officer and Executive Vice President

Karah Parschauer 43  General Counsel and Executive Vice President

John R. Pinion Il 55  Chief Quality Officer and Executive Vice President of Translational Sciences

Camille L. Bedrosian, M.D. has served as our Chief Medical Officer and Executive Vice President since January 2018. Prior to Ultragenyx, she served as
Senior Vice President and Chief Medical Officer at Alexion Pharmaceuticals, Inc., a biopharmaceutical company, from May 2008 to January 2018. Between
September 2002 and April 2008, she served as Vice President and Chief Medical Officer at Ariad Pharmaceuticals, Inc., an oncology company. From 1997
to 2002, Dr. Bedrosian served in the Clinical Research and Development Department of Wyeth/Genetics Institute, Inc., most recently as Senior Director,
Oncology/Hematology. From 1986 to 1997, she was a Fellow, an Associate, and then Assistant Professor of Medicine in the Division of Hematology and
Oncology at Duke University Medical Center and the Duke Comprehensive Cancer Center. Dr. Bedrosian currently serves on the board of directors of
Rhythm Pharmaceuticals, Inc., a public biopharmaceutical company, and on the board of directors of Crinetics Pharmaceuticals, Inc., a public clinical stage
pharmaceutical company. Dr. Bedrosian received her A.B. degree from Harvard University/Radcliffe College in Chemistry, her M.S. in Biophysics from M.I.T.,
and her M.D. from Harvard Medical School.

Mardi C. Dier has served as our Executive Vice President and Chief Financial Officer since October 2020. She previously served as Executive Vice
President, Chief Financial Officer and Chief Business Officer of Portola Pharmaceuticals, Inc., a biopharmaceutical company, from August 2006 through the
acquisition by Alexion Pharmaceuticals in July 2020. Previously, she served as Vice President of Investor Relations at Chiron Corporation, a biotechnology
company, from 2003 until its acquisition by Novartis Pharmaceuticals in 2006. Prior to joining Chiron, she worked as an investment banker at Prudential
Securities, where she focused on client development, equity underwriting and mergers and acquisitions for biotechnology and other life sciences companies,
and prior to that was in the audit department of KPMG Peat Marwick. Ms. Dier is a member of the board of directors of Adamas Pharmaceuticals, Inc., a
biopharmaceutical company, and a member of the board of directors of ORIC Pharmaceuticals, Inc., a biopharmaceutical company. She holds a BS in
biology from Stanford University and an MBA from the Anderson School at the University of California, Los Angeles.

Erik Harris has served as our Chief Commercial Officer and Executive Vice President since June 2019. Prior to his appointment as our Chief Commercial
Officer, Erik served as our Senior Vice President and Head of North American Commercial Operations from July 2017 to June 2019. Prior to Ultragenyx, Mr.
Harris spent six years at Crescendo Bioscience, a subsidiary of Myriad Genetics, Inc., a molecular diagnostic company. At Crescendo he held various
leadership positions, most recently as Vice President of Commercial from June 2014 to June 2017, leading all aspects of marketing, sales, managed care
and customer service. Mr. Harris previously served as Vice President of Pulmonology Marketing at Intermune, Inc. Earlier in his career he held positions in
the commercial organizations at Elan Pharmaceuticals, Inc., Genentech, Inc., and Bristol-Myers Squibb Company. To begin his professional career, Mr.
Harris served as a Lieutenant Commander in Naval Aviation and Congressional Fellow for the United States Navy. Mr. Harris received his Masters of
Business Administration at the Wharton School of Business, and Bachelor of Science at the United States Naval Academy.

Dennis Huang has served as our Executive Vice President since January 2016 and our Chief Technical Operations Officer since May 2015. Between May
2015 and January 2016, he served as our Senior Vice President. Prior to Ultragenyx, Mr. Huang served as Senior Vice President of Manufacturing and
Supply Chain at InterMune, Inc., a biotechnology company, from August 2013 to March 2015. Prior to InterMune, Mr. Huang served as Vice President of
Biologic Manufacturing and Development at Allergan, Inc., a global pharmaceutical company, from May 2006 to August 2013. Mr. Huang currently serves on
the board of directors of CytoDel, Inc., a private biopharmaceutical company. Mr. Huang holds a B.A. in Chemistry from Knox College in Galesburg, lllinois.

Thomas Kassberg has served as our Executive Vice President since January 2016 and our Chief Business Officer since November 2011. Between
November 2011 and January 2016, he served as our Senior Vice President. Prior to Ultragenyx, Mr. Kassberg worked as Vice President of Business
Development at Corium International, Inc., a biotechnology company, from July 2010 until October 2011. Prior
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to his work at Corium International, Inc., Mr. Kassberg worked as an independent consultant in corporate development and business strategy and consulted
with a number of companies from March 2009 to June 2010, including Corium International, Inc., a biopharmaceutical company, and Rib-X Pharmaceuticals,
Inc., a pharmaceutical company focused on the development of novel antibiotics. Before becoming a consultant, Mr. Kassberg worked at Proteolix, Inc., a
biotechnology company subsequently acquired by Onyx Pharmaceuticals, from January 2008 until February 2009, where he served as Senior Vice
President of Corporate Development. Mr. Kassberg holds a B.A. in Business Administration from Gustavus Adolphus College and an M.B.A. from
Northwestern University.

Karah Parschauer has served as our General Counsel and Executive Vice President since June 2016. Prior to Ultragenyx, Ms. Parschauer served in
various executive capacities, and most recently as Vice President, Associate General Counsel, at Allergan plc, a pharmaceutical company, from June 2005
until June 2016. Prior to Allergan, Ms. Parschauer was an attorney at Latham & Watkins LLP, where she practiced in the areas of mergers and acquisitions,
securities offerings and corporate governance. Ms. Parschauer has served on the board of directors of Arcturus Therapeutics, Ltd., a publicly traded RNA
medicines company, since June 2019 and on the board of directors of Evolus, Inc., a publicly traded performance beauty company, since July 2019. Ms.
Parschauer holds a B.A. in Biology from Miami University and a J.D. from Harvard Law School.

John R. Pinion Il has served as our Chief Quality Officer and Executive Vice President of Translational Sciences since September 2017. Between January
2016 and September 2017, he served as our Executive Vice President of Analytical Sciences and Research, and between July 2015 and September 2017,
as our Chief Quality Operations Officer. Between July 2015 and January 2016, he served as our Senior Vice President of Analytical Sciences and Research.
Prior to Ultragenyx, Mr. Pinion served in various roles with increasing responsibilities at Genentech, a pharmaceutical company, between 2005 and June
2015, including his most recent position as the Senior Vice President and Global Head of Quality and Compliance for Roche/ Genentech Pharma Technical
Operations from October 2009 to July 2015. Mr. Pinion currently serves on the board of directors of Aroa Biosurgery, a soft tissue regeneration company
listed on the Australian Securities Exchange. Mr. Pinion holds a B.S. of Science in Mechanical Engineering from the University of West Virginia.
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Related-Person Transactions

Since January 1, 2020, we have not become, and are not currently proposed to be, a participant in any transactions required to be disclosed under SEC
rules with any “related persons,” which are generally considered to be our directors and executive officers, nominees for director, holders of more than 5% of
our outstanding common stock, and members of their immediate families.

Procedures for Related-Person Transactions

We have adopted a written related-person transactions policy that governs the review, approval, and/or ratification of transactions with a related person
where the amount involved exceeds $100,000 and in which any related person has or will have a direct or indirect interest. Under the policy, a “related
person” is defined as any person described in Item 404(a) of Regulation S-K and includes any director, nominee for director, or executive officer of the
Company; a beneficial owner of more than five percent of any class of our voting securities; and a person who is an immediate family member of any such
director, nominee for director, executive officer, or more-than-five percent beneficial owner (the term “immediate family member” included any child,
stepchild, parent, stepparent, spouse, sibling, mother-in-law, father-in-law, son-in-law, daughter-in-law, brother-in-law, or sister-in-law and any person (other
than a tenant or employee) sharing the household of any such director, nominee for director, executive officer, or more-than-five percent beneficial owner).

Pursuant to this policy, if we want to enter into a transaction with a related person, our Chief Financial Officer (or General Counsel, in the case where the
Chief Financial Officer has a direct or indirect interest in the transaction) will review the proposed transaction to determine if such transaction qualifies as a
related-person transaction. If the Chief Financial Officer (or General Counsel, if applicable) determines that the proposed transaction is a related-person
transaction, then the proposed transaction will be submitted to the Audit Committee for consideration at the next Audit Committee meeting; provided,
however, that if the Chief Financial Officer (or General Counsel, if applicable), in consultation with the Chief Executive Officer, determines that it is not
practicable or desirable to wait until the next meeting of the Audit Committee, then the Chief Financial Officer (or General Counsel, if applicable) shall submit
the proposed transaction to the chairperson of the Audit Committee (who possesses delegated authority to act between meetings of the Audit Committee to
pre-approve or ratify, as applicable, any related-person transaction in which the aggregate amount involved is expected to be less than $1 million).

In the event that our Chief Executive Officer or Chief Financial Officer (or General Counsel, if applicable) becomes aware of a related-person transaction that
has not been previously approved or previously ratified under our related-person transaction policy, the transaction, if pending or ongoing, will be promptly
submitted to the Audit Committee or the chairperson of the Audit Committee for consideration. If the transaction is already completed, the Audit Committee
or the chairperson of the Audit Committee shall evaluate the transaction to determine if rescission of the transaction and/or any disciplinary action is
appropriate.

In evaluating these transactions, the Audit Committee or the chairperson of the Audit Committee, as applicable, will consider all of the relevant facts and
circumstances available, including (if applicable) but not limited to: the benefits to us; the impact on a director’s independence in the event the related person
is a director, an immediate family member of a director, or an entity in which a director has a position or relationship; the availability of other sources for
comparable products or services; the terms of the transaction; and the terms available to unrelated third parties or to employees generally. The Audit
Committee or the chairperson of the Audit Committee, as applicable, will only approve related-person transactions that are in, or are not inconsistent with,
the best interests of the Company and its stockholders, as the Audit Committee or the chairperson of the Audit Committee determines in good faith.

No member of the Audit Committee shall participate in any review, consideration or approval of any related-person transaction with respect to which such
member or any of his or her immediate family members is the related person.

Under Section 16(a) of the Exchange Act and SEC rules, our directors, executive officers and beneficial owners of more than 10% of any class of equity
security are required to file periodic reports of their ownership, and changes in that ownership, with the SEC. To our knowledge, based solely on a review of
copies of the reports filed with the SEC and any written representations that no other reports were required, all reports required to be filed by our executive
officers, directors and beneficial owners of more than 10% of our common stock were timely filed in fiscal 2020, except that due to administrative errors, Mr.
Aliski and Mr. Harris each filed one late Form 4 to report one sale of shares.
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The following table sets forth information relating to the beneficial ownership of our common stock as of April 20, 2021 (unless otherwise indicated), by:

each person, or group of affiliated persons, known by us to beneficially own more than 5% of our outstanding shares of common stock;

each of our directors;

each of our named executive officers; and

all current directors and executive officers as a group.

The number of shares beneficially owned by each entity, person, director or executive officer is determined in accordance with the rules of the SEC, and the
information is not necessarily indicative of beneficial ownership for any other purpose. Under such rules, beneficial ownership includes any shares over
which the individual has sole or shared voting power or investment power as well as any shares that the individual has the right to acquire within 60 days
through the exercise of any stock options, warrants or other rights. We believe, based on the information furnished to us, that except as otherwise indicated,
and subject to applicable community property laws, the persons named in the table have sole voting and investment power with respect to all shares of

common stock held by that person.

The percentage of shares beneficially owned is computed on the basis of 67,463,800 shares of our common stock outstanding as of April 20, 2021. Shares
of our common stock that a person has the right to acquire within 60 days are deemed outstanding for purposes of computing the percentage ownership of
the person holding such rights, but are not deemed outstanding for purposes of computing the percentage ownership of any other person, except with
respect to the percentage ownership of all directors and executive officers as a group. Unless otherwise indicated below, the address for each beneficial
owner listed is c/o Ultragenyx Pharmaceutical Inc., 60 Leveroni Court, Novato, California 94949.

Name and Address of Beneficial Owner
Stockholders Owning Greater than 5%:

T. Rowe Price Associates, Inc.)
Capital Research Global®
Capital International Investors®)
The Vanguard Group(4)
BlackRock, Inc.®

Federated Hermes, Inc.®

Directors and Named Executive Officers:

william Aliski(")

Deborah Dunsire, M.D.®)
Lars Ekman, M.D., Ph.D.©®)
Matthew K. Fust(1®)
Michael Narachi*?)

Clay B. Siegall, Ph.D.(12)
Shehnaaz Suliman, M.D.(13)
Daniel G. Welch4

Emil D. Kakkis, M.D., Ph.D.(19)

Camille Bedrosian, M.D.(18)
Mardi C. Dier

Erik Harris*?)
John R. Pinion 1118)

All executive officers and directors as a group(lg) (16 persons)

* Indicates beneficial ownership of less than 1% of the total outstanding common stock.

Beneficial Ownership
Number of

Shares % of Total

9,470,492 14.0
7,261,901 10.8
6,899,493 10.2
5,650,385 8.4
5,287,476 7.8
4,280,528 6.3

155,460
36,625
42,250
43,500
52,250
25,000
23,556
52,250

3,217,386 4.7

78,329
0

60,425
202,365

*

4,588,197 6.7%
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(1) Based on information set forth in a Schedule 13G/A filed with the SEC on February 16, 2021 by T. Rowe Price Associates, Inc. The Schedule 13G/A reported that, as of
December 31, 2020, T. Rowe Price Associates, Inc. has sole voting power with respect to 2,683,769 of these shares and sole dispositive power with respect to 9,470,492
of these shares. The principal business address for T. Rowe Price Associates, Inc. is listed in such filing as 100 E. Pratt Street, Baltimore, MD 21202.

(2) Based on information set forth in a Schedule 13G/A filed with the SEC on February 16, 2021 by Capital Research Global Investors. The Schedule 13G/A reported that, as
of December 31, 2020, Capital Research Global Investors has sole voting and sole dispositive power with respect to all shares beneficially owned as a result of acting as
investment advisor to various investment companies. Capital Research Global Investors, a division of Capital Research and Management Company (“CRMC”"), as well as
the following subsidiaries and affiliates, Capital Bank and Trust Company, Capital International, Inc., Capital International Limited, Capital International Sarl and Capital
International K.K. collectively provide investment management services under the name “Capital Research Global Investors.” The principal business address for Capital
Research Global Investors is listed in such filing as 333 South Hope Street, Los Angeles, CA 90071.

(3) Based on information set forth in a Schedule 13G/A filed with the SEC on February 16, 2021 by Capital International Investors. The Schedule 13G/A reported that, as of
December 31, 2020, Capital International Investors has sole voting power with respect to 6,605,639 of these shares and sole dispositive power with respect to 6,899,493 of
these shares. Capital International Investors, a division of CRMC, as well as the following CRMC affiliates and subsidiaries, Capital Bank and Trust Company, Capital
International, Inc., Capital International Limited, Capital International Sarl and Capital International K.K., collectively provide investment management services under the
name “Capital International Investors.” The principal business address for Capital International Investors is listed in such filing as 333 South Hope Street, Los Angeles, CA
90071.

(4) Based on information set forth in a Schedule 13G/A filed with the SEC on February 10, 2021 by The Vanguard Group. The Schedule 13G/A reported that, as of December
31, 2020, The Vanguard Group has shared voting power with respect to 143,207 shares, sole dispositive power with respect to 5,458,053 shares, and shared dispositive
power with respect to 192,332 shares. The principal business address for The Vanguard Group is listed in such filing as 100 Vanguard Blvd., Malvern, PA 19355.

(5) Based on information set forth in a Schedule 13G/A filed with the SEC on February 1, 2021 by BlackRock, Inc. The Schedule 13G/A reported that, as of December 31,
2020, BlackRock, Inc. has sole voting power with respect to 5,162,616 shares and sole dispositive power with respect to 5,287,476 shares. The principal business address
for BlackRock, Inc. is listed in such filing as 55 East 52nd Street, New York, NY 10055.

(6) Based on information set forth in a Schedule 13G/A filed with the SEC on February 12, 2021 by Federated Hermes, Inc. (“Federated”) and the Trust and Trustees, as
defined below. The Schedule 13G/A reported that, as of December 31, 2020, Federated has sole voting and sole dispositive power with respect to all shares beneficially
owned as a result of acting as the parent holding company to companies that act as investment advisor to various investment companies. Federated is the parent holding
company of Federated Equity Management Company of Pennsylvania and Federated Global Investment Management Corp. (the “Investment Advisers”), which act as
investment advisers to registered investment companies. The Investment Advisers are wholly owned subsidiaries of FIl Holdings, Inc., which is wholly owned subsidiary of
Federated. All of Federated's outstanding voting stock is held in the Voting Shares Irrevocable Trust (the “Trust”) for which Thomas R. Donahue, Rhodora J. Donahue and
J. Christopher Donahue act as trustees (collectively, the “Trustees”). The Trustees have collective voting control that they exercise over Federated. Federated, the Trust,
and each of the Trustees expressly disclaim beneficial ownership of these shares pursuant to Rule 13d-4 of the Exchange Act. The principal business address for
Federated is listed in such filing as 1001 Liberty Avenue, PA 15222-3779.

(7) Consists of (a) 70,350 shares of common stock held by the William and Carolyn Aliski Trust, (b) 10,456 shares of common stock held in a grantor annuity trust, (c) 62,154
shares of common stock held by Mr. Aliski, and (d) 12,500 shares of common stock issuable pursuant to stock options exercisable within 60 days of April 20, 2021. Mr.
Aliski shares voting and dispositive power over the 70,350 shares of common stock held by the William and Carolyn Aliski Trust; each of Mr. Aliski’s spouse and nephew is
a trustee of such trust. Mr. Aliski has sole voting and dispositive power over the 10,456 shares of common stock held by him in the grantor annuity trusts; Mr. Aliski is the
trustee of the trusts. Mr. Aliski also has sole voting and dispositive power over the 12,500 shares of common stock issuable pursuant to stock options held by Mr. Aliski

(8) Consists of (a) 7,875 shares of common stock and (b) 28,750 shares of common stock issuable pursuant to stock options exercisable within 60 days of April 20, 2021.
(9) Consists of (a) 9,750 shares of common stock and (b) 32,500 shares of common stock issuable pursuant to stock options exercisable within 60 days of April 20, 2021.
(10) Consists of (a) 11,000 shares of common stock and (b) 32,500 shares of common stock issuable pursuant to stock options exercisable within 60 days of April 20, 2021.
(11) Consists of (a) 9,750 shares of common stock and (b) 42,500 shares of common stock issuable pursuant to stock options exercisable within 60 days of April 20, 2021.
(12) Consists of 25,000 shares of common stock issuable pursuant to stock options exercisable within 60 days of April 20, 2021

(13) Consists of (a) 3,000 shares of common stock and (b) 20,556 shares of common stock issuable pursuant to stock options exercisable within 60 days of April 20, 2021.
(14) Consists of (a) 9,750 shares of common stock and (b) 42,500 shares of common stock issuable pursuant to stock options exercisable within 60 days of April 20, 2021.

(15) Consists of (a) 2,289,741 shares of common stock held by the Emil Kakkis and Jenny Soriano Living Trust, dated June 18, 2009, (b) 536,637 shares of common stock held
by Dr. Kakkis, (c) 389,290 shares of common stock issuable pursuant to stock options exercisable within 60 days of April 20, 2021 and (d) 1,718 shares of common stock
issuable pursuant to the vesting of restricted stock units within 60 days of April 20, 2021. Dr. Kakkis shares voting and dispositive power over the 2,289,741 shares of
common stock held by the Emil Kakkis and Jenny Soriano Living Trust, dated June 18, 2009; each of Dr. Kakkis and Dr. Soriano is a trustee of such trust. Dr. Kakkis has
sole voting and dispositive power over the 536,637 shares of common stock held by him, the 389,290 shares of common stock issuable pursuant to stock options held by
Dr. Kakkis and the 1,718 shares of common stock issuable pursuant to the vesting of restricted stock units.

(16) Consists of (a) 15,619 shares of common stock, (b) 61,990 shares of common stock issuable pursuant to stock options exercisable within 60 days of April 20, 2021 and (c)
720 shares of common stock issuable pursuant to the vesting of restricted stock units within 60 days of April 20, 2021.

(17) Consists of (a) 6,211 shares of common stock, (b) 52,732 shares of common stock issuable pursuant to stock options exercisable within 60 days of April 20, 2021 and (c)
1,482 shares of common stock issuable pursuant to the vesting of restricted stock units within 60 days of April 20, 2021.

(18) Consists of (a) 23,097 shares of common stock, (b) 178,551 shares of common stock issuable pursuant to stock options exercisable within 60 days of April 20, 2021 and
(c) 717 shares of common stock issuable pursuant to the vesting of restricted stock units within 60 days of April 20, 2021.

(19) Consists of (a) 3,182,139 shares of common stock, (b) 1,399,270 shares of common stock issuable pursuant to stock options exercisable within 60 days of April 20, 2021
and (c) 6,788 shares of common stock issuable pursuant to the vesting of restricted stock units within 60 days of April 20, 2021.
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Compensation Discussion and Analysis

The following compensation discussion and analysis describes the material elements of compensation earned in fiscal 2020 by each of the executive officers
identified below in the Summary Compensation Table, who are referred to collectively as our “named executive officers.” Our named executive officers with
respect to the fiscal year that ended on December 31, 2020 are:

EMIL D, KAKKIS, M.D., MARDI C. DIER CAMILLE L. BEDROSIAN, ERIK HARRIS JOHM R. PINION I SHALIMI SHARP
Ph.D. Chief Financial Officer and M.D. Chief Commercial  Chief Quality Officer and Farmer Chief
President and Chief Executive Vice President  Chief Medical Officer and  Officer and Executive Execufive Wice President  Financial Officer
Executive Officer Executive Vice President Vice President of Translational Sciences

These persons constitute our principal executive officer, our principal financial officer, our three other most highly paid executive officers serving during fiscal
2020 and our former Chief Financial Officer who served as our principal financial officer during a part of fiscal 2020. Ms. Dier was appointed as the
Company'’s Executive Vice President and Chief Financial Officer effective October 12, 2020 and succeeded Ms. Sharp, who resigned from the role effective
as of such date. Pursuant to the terms of the transition letter agreement with Ms. Sharp, she will continue to provide transition related support to the
Company until May 2, 2021, or such earlier date as mutually agreed with the Company.

2020 was a transformative year for Ultragenyx as we executed on our strategic priorities, generated significant revenue growth, and advanced and expanded
our portfolio of clinical and preclinical programs all amidst the unforeseen disruptions and challenges created by the COVID-19 pandemic. Our key financial
and operational accomplishments during the year include:
Significant Revenue Growth

Revenue

(in millions)

2019 [ 5103.7 | 10

Revenue

We achieved $271 million in total revenue during 2020, a 161% increase compared to total revenue of $103.7 million in 2019, largely driven by continued
strong growth in Crysvita® (burosumab) sales during the year. Despite the limitations and challenges created by the ongoing COVID-19 pandemic, we

recognized $138.9 million in Crysvita® revenue in the Ultragenyx territories, which was the top end of the guidance range of $130 million to $140 million that
we provided at the start of 2020.
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In June 2020, we announced two new approvals from the FDA in diseases with no other currently approved treatments. Crysvita® (burosumab) was
approved by the FDA for the treatment of fibroblast growth factor 23 (FGF23)-related hypophosphatemia in tumor-induced osteomalacia (TIO) associated
with phosphaturic mesenchymal tumors that cannot be curatively resected or localized in adults and pediatric patients 2 years of age, which is the second

FDA approval for Crysvita®. Doonvi® (triheptanoin) is the first FDA-approved therapy as a source of calories and fatty acids for the treatment of long-chain

fatty acid oxidation disorders (LC-FAOD). Following approval, we successfully launched both products in the U.S. With respect to Crysvita® for TIO, we have
converted a majority of clinical trial patients to the reimbursed drug. With respect to Dojolvi, as of year end 2020, we had received approximately 190
completed start forms from approximately 90 unique prescribers of the product.

We continued to make important progress with the clinical development of our gene therapy product candidates. We received positive safety and efficacy
data from our third cohort and longer-term safety and efficacy data from our first two cohorts from our Phase 1/2 studies for DTX401, an adeno-associated
virus (AAV) type 8 based gene therapy product candidate for the treatment of glycogen storage disease type la (GSDla) and for DTX301, an AAV8 gene
therapy product candidate for the treatment of ornithine transcarbamylase (OTC) deficiency. We completed Scientific Advice with the European Medicines
Agency (EMA) and an End of Phase 2 (EOP2) meeting with the FDA to discuss our Phase 2 data, the Phase 3 design and endpoints for DTX401. We
similarly completed the initial Scientific Advice process with the EMA regarding the Phase 3 development plan for DTX 301 and continued to have
discussions with the FDA regarding the Phase 3 study of DTX301.

We also continued to advance our other product candidates outside of gene therapy. In March 2020, we and our partner, GeneTx Biotherapeutics LLC
(GeneTx) announced the initiation of a Phase 1/2 study to evaluate the safety, tolerability, and potential efficacy of GTX-102 in pediatric patients with
Angelman syndrome. GTX-102 is an antisense oligonucleotide (ASO) that is being developed with GeneTx for the treatment of Angelman syndrome, a
debilitating and rare neurogenetic disorder caused by loss-of-function of the maternally inherited allele of the UBE3A gene. We and GeneTx announced
positive interim preliminary data from our study of GTX-102 which indicated substantial improvements in all patients in at least two disease domains
including communication, behavior, sleep, gross motor function, and fine motor function as measured by the Clinical Global Impression of Improvement
Scale for Angelman Syndrome (CGI-I-AS). The study is currently on clinical hold following reports of series adverse events (SAEs) of lower extremity
weakness following treatment at the highest doses. The SAEs were assessed as mild or moderate in severity, improved over a period of a few weeks and all
have fully resolved.

We successfully executed on a number of strategic transactions in 2020 that are instrumental to the continued growth of our pipeline and business. With
respect to our gene therapy operations, in March 2020 we entered into a license and technology access agreement with Daiichi Sankyo Co. (Daiichi Sankyo)
pursuant to which we granted a non-exclusive license to Daiichi Sankyo to intellectual property, including know-how and patent applications, with respect to
our HeLa PCL and HEK293 transient transfection manufacturing technology platforms for AAV-based gene therapy products. We retained the exclusive right
to use the manufacturing technology for our current target indications and additional indications identified now and in the future and received an option to co-
develop and co-commercialize rare disease products at the IND stage. Under the terms of the agreement, we received an upfront payment of $125 million
and will receive an additional $25 million milestone payment upon the successful completion of the technology transfer of the HeLa PCL and HEK293
platforms, in addition to royalties from Daiichi Sankyo on net sales of products manufactured in either system. In October 2020, we entered into a strategic
collaboration and license agreement with Solid Biosciences Inc. (Solid) and received an exclusive license to Solid’s differentiated microdystrophin construct
for use in the treatment of Duchenne muscular dystrophy and other diseases resulting from lack of functional dystrophin, including Becker muscular
dystrophy. We will collaborate with Solid to develop products that combine Solid’s differentiated microdystrophin construct, our HeLa PCL manufacturing
platform, and our AAV8 variants.

We concluded 2020 by entering into a license and collaboration agreement with Mereo BioPharma (Mereo) to collaborate on the development of
setrusumab, a fully human monoclonal antibody that has completed a Phase 2b study in adult patients with osteogenesis imperfecta (Ol). Under the terms of
the agreement, we will lead future global development of setrusumab in both pediatric and adult patients with Ol, a rare genetic disorder that is characterized
by fragile bones and reduced bone mass resulting in bones that break easily, loose joints, and weakened teeth. We received an exclusive license from
Mereo to develop and commercialize setrusumab in the U.S., Turkey, and rest of the world, excluding the European Economic Area, United Kingdom, and
Switzerland, where Mereo retains commercial rights and will pay us a royalty based on net sales.

We completed the purchase of land in Bedford, Massachusetts and initiated construction of our gene therapy manufacturing facility. Once completed, we
anticipate our owned facility will support two manufacturing suites with a capacity of 30 runs per year, assist in mitigating potential program timeline delays,
more easily control manufacturing costs and reduce manufacturing lead time for our products.
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Stockholder Advisory Vote on Executive Compensation

Each year, our stockholders are provided the opportunity to cast an advisory vote on the compensation of our named executive officers, or the “say-on-pay”
vote, and the Compensation Committee considers the outcome of the prior year’s say-on-pay vote when making decisions relating to the compensation of
our named executive officers and our executive compensation programs. We received 67.5% support for our say-on-pay proposal at our 2020 Annual
Meeting. While this result reflects broad support of our compensation philosophy and pay practices, we were nevertheless disappointed by the outcome.

During the course of our engagement efforts, we learned that the driver for nearly all the votes cast against our 2020 say-on-pay proposal was disapproval
by one institutional investor and several of its affiliates of the evergreen feature in our 2014 Incentive Plan and 2014 Employee Stock Purchase Plan. Our
2014 Incentive Plan and 2014 Employee Stock Purchase Plan, including the evergreen provisions within the plans, were approved by our stockholders in
connection with our initial public offering in 2014. In response to prior feedback, we previously publicly disclosed that we will not seek to extend the
evergreen provisions, nor adopt new ones, upon expiration of the current evergreen provisions after January 1, 2024.

In response to the say-on-pay support, our Compensation Committee reexamined the evergreen provisions in our 2014 Incentive Plan and 2014 Employee
Stock Purchase Plan. Following their review, our Compensation Committee determined that the evergreen provision has been crucial in ensuring that we
have enough shares to grant equity awards to enable us to recruit and retain talented employees in our competitive biotech industry. Recruitment and
retention of talented employees are instrumental to supporting our success and achievement of our business goals, such as those described in the
“Business Highlights” summary above. Our Compensation Committee also noted that several of our peers in the biotech industry that have been public for
approximately the same period as us and for whom we are competing for this critical talent have similar evergreen provisions in their equity plans. Without
the benefit of our sunsetting evergreen provisions, we would be constrained in our ability to attract and retain a skilled and motivated workforce in our
competitive industry. Even with the retention of the evergreen provision in our equity plan, our Compensation Committee and our executive management
team are focused on serving as responsible stewards of share utilization, such as maintaining a reasonable burn rate.

2020 Stockholder Engagement

Our stockholder outreach program is an ongoing effort by our management to engage with our stockholders throughout the year in a continuous and
meaningful way and is consistent with our commitment to engagement, communication, and transparency. During 2020 and into early 2021, we reached out
to stockholders representing over 80% of our outstanding shares, including almost all of our top 30 largest stockholders. In response to our outreach efforts,
we met with stockholders who responded to our engagement request, which holders represented approximately 59% of our outstanding shares as of year
end 2020. Participants at these meetings included our General Counsel, our Chief Human Resources Officer and Daniel Welch, our Board Chairman.
Michael Narachi, the Chairman of our Compensation Committee, also participated in several of the discussions. Topics discussed during the meetings
ranged from executive compensation and corporate governance to ESG and sustainability matters. Our Board and management team considered feedback
received throughout our engagement activities and adopted certain changes in response to such feedback as described below.
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Outcomes from Engagement

Our Board and management team considered feedback received throughout our engagement activities and made changes to our executive compensation
program and corporate governance profile in response to that feedback.

The changes to our executive compensation program include:

Effective date of changes: March 2021

Larger proportion of long-term compensation should be tied to We increased the proportion of performance stock units (PSUs) as a

performance . percentage of total long-term equity compensation from 25% to 33% for
our executive officers

Single performance condition without relative comparisons may result in We introduced a relative metric based on three-year relative total

payouts that do not reflect broader company performance stockholder returns with a three year performance period to our PSU
awards to more closely align compensation with stockholder return as

compared to the stockholder return performance of our peers
Performance under long-term equity awards should be measured over a We increased the performance period for the revenue performance
longer performance period . portion of our PSU awards from one year to two years and implemented
a three-year relative total stockholder return metric
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Our philosophy in setting compensation policies for executive officers has two fundamental objectives: (1) to attract and retain a highly-skilled team of
executives and (2) to align our executives’ interests with those of our stockholders by rewarding short-term and long-term performance and tying
compensation to increases in stockholder value. The Compensation Committee believes that executive compensation should be directly linked to both
continuous improvements in corporate performance (pay for performance) and accomplishments that are expected to increase stockholder value. In
furtherance of this goal, the Compensation Committee has adhered to the following guidelines as a foundation for decisions that affect the levels of
compensation:

provide a competitive total compensation package that enables us to attract and retain highly qualified executives with the skills and experience
required for the achievement of business goals;

align compensation elements with our annual goals and long-term business strategies and objectives;

promote the achievement of key strategic and financial performance measures by linking short-term and long-term cash and equity incentives to the
achievement of measurable corporate and individual performance goals and objectives; and

align executives’ incentives with the creation of stockholder value.

The Compensation Committee has historically compensated executive officers with three compensation components: a base salary, an annual bonus
opportunity, and equity-based compensation. The Compensation Committee believes that cash compensation in the form of base salary and an annual
bonus opportunity provides our executive officers with short-term rewards for success in achieving annual goals and objectives, and that long-term
compensation through the award of stock options, restricted stock units (RSUs) and performance stock units (PSUs) aligns the objectives of management
with those of our stockholders with respect to long-term performance and success of the Company.

In setting compensation levels for our executive officers, the Compensation Committee does not formulaically benchmark against any one specific reference
point. Instead, it considers a variety of factors, including peer group survey data, tenure, role, responsibilities, performance, and local competitive market
practices. Compensation paid to our named executive officers is delivered primarily through at-risk pay, based on both short-term and long-term incentives,
including the achievement of corporate and individual goals and objectives.

In addition to our compensation elements, the following compensation program features are designed to align our executive team’s interests with stockholder
interests and market best practices.

Our Compensation Committee is comprised solely of independent
directors.

We do not offer any tax gross-up payments to our executive team
for any change-of-control payments.

Our Compensation Committee engages its own independent,
external compensation consultant to assist the committee in its
review of executive and director compensation practices.

As discussed above under " — Corporate Governance”, we prohibit
our executive officers from hedging our securities.

We proactively engage with our stockholders throughout the year. We prohibit our employees, including our executive team, from

pledging our securities.

We have a clawback policy, which permits us to recover
performance-based cash and equity compensation paid to our
current or former executive officers in certain cases; see “—
Clawback Policy”.

We do not offer our executive team any substantially enhanced
benefits or perquisites when compared with our overall employee
population.

We require our executive officers and directors to hold shares of
our common stock in order to align their long- term interests with
those of our stockholders; see “— Minimum Stock Ownership
Requirements”.

We prohibit the repricing of outstanding stock options without
stockholder approval.

® BB ®®

We have double-trigger vesting of outstanding equity awards
following covered transactions under our employment
arrangements with our executive officers. See “Summary
Compensation Table—Narrative Disclosure to Summary
Compensation Table—Covered Transaction”.

We have established a long-term incentive program applicable to
all current employees, including our executive officers, to further tie
compensation to performance and focus employee efforts on
corporate goals and objectives; see “—Equity Compensation—
Annual Equity Grants in Fiscal 2020” and “— Fiscal 2021
Compensation — Equity Grants.”

O O O 0O O

We hold an annual say-on-pay vote for stockholders.

©
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Compensation Committee

The Board has delegated to the Compensation Committee the responsibility to ensure that total compensation paid to our executive officers, including our
named executive officers, is consistent with our compensation policy and objectives. The Compensation Committee oversees and approves all
compensation arrangements and actions for our executive officers, including our named executive officers. While the Compensation Committee draws on a
number of resources, including input from the Board, the Chief Executive Officer, and its independent compensation consultants, to make decisions
regarding our executive compensation program, ultimate decision-making authority rests with the Compensation Committee. The Compensation Committee
retains discretion over base salaries, annual bonuses, and equity compensation for executive officers. The Compensation Committee relies upon the
judgment of its members in making compensation decisions, after reviewing our corporate performance and carefully evaluating an executive's performance
during the year against established goals, operational performance, and business responsibilities. In addition, the Compensation Committee utilizes
discretion in the assessment process to respond to and adjust to a dynamic business environment.

Compensation Consultant

The Compensation Committee retains the services of an independent, external compensation consultant, Radford, which is part of the Rewards Solutions
practice at Aon plc (Radford). The mandate of the consultant is to assist the Compensation Committee in its review of executive and director compensation
practices, including the competitiveness of pay levels, executive compensation design, benchmarking with our peers in the industry, and other technical
considerations, including tax- and accounting-related matters. The Compensation Committee annually evaluates Radford’s performance and determines
whether to engage Radford or another compensation consultant and has the final authority to engage and terminate Radford’s services. Our Compensation
Committee has assessed the independence of Radford consistent with Nasdagq listing standards and has concluded that the engagement of Radford does
not raise any conflict of interest.

Chief Executive Officer

The Chief Executive Officer attends Compensation Committee meetings and works with the Compensation Committee Chairman and Radford to develop
compensation recommendations for the executive officers (excluding the Chief Executive Officer), based upon individual experience and breadth of
knowledge, internal considerations, individual performance during the fiscal year, competitive market considerations, and other factors deemed relevant by
the Compensation Committee. The recommendations are then submitted to the Compensation Committee for review and consideration. The Compensation
Committee works directly with Radford and the other non-employee directors of the Board to evaluate the performance of the Chief Executive Officer and
determine compensation actions for the Chief Executive Officer.

While we do not establish compensation levels based solely on benchmarking, pay practices at other companies are an important factor that the
Compensation Committee considers in assessing the reasonableness of compensation and ensuring that our compensation practices are competitive in the
marketplace. Market data is one element considered by the Compensation Committee when making executive compensation decisions, but the

Compensation Committee does not set compensation levels based solely on market data. Rather, the Compensation Committee reviews the 25t 50" and

75t percentiles of relevant market data as one frame of reference in making its executive compensation decisions. Final executive compensation decisions
reflect a variety of factors, including each executive’s experience, performance rating, the relative importance of the executive’s role within the organization,
as well as where each executive’s pay level falls relative to the market data.

In order to evaluate the level of compensation for our named executive officers for 2020, our Compensation Committee, using information provided by
Radford, established a peer group of publicly traded, national, and regional companies in the biopharmaceutical and biotechnology industries based on a
balance of the following criteria:

companies with recently filed NDAs or with early commercial organizations;

companies with comparable market capitalizations (i.e., in the range of $1.5 billion to $12 billion);

companies with annual revenues of less than $500 million;

companies with employee headcounts between 300 and 1,200 employees; and

companies located in biotech hubs, such as the San Francisco bay area, San Diego, Massachusetts and the New York/New Jersey tristate area.
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Our peer group for 2020 (2020 peer group), which is used to evaluate compensation actions for the 2020 fiscal year was selected by the Compensation
Committee based on Radford’s recommendation in June 2019 and is comprised of the following 20 publicly-traded companies in the pharmaceutical and
biotechnology industries, reflecting the addition of Alnylam Pharmaceuticals Inc., Nektar Therapeutics, and PTC Therapeutics, Inc. and the removal of
Radius Health, Spark Therapeutics, Inc. and TESARO Inc. from our 2019 peer group:

ACADIA Pharmaceuticals Inc. Exelixis Inc. Portola Pharmaceuticals, Inc.
Agios Pharmaceuticals, Inc. FibroGen, Inc. PTC Therapeutics, Inc.
Alnylam Pharmaceuticals Inc. Halozyme Therapeutics, Inc. Puma Biotechnology, Inc
Amicus Therapeutics, Inc. Intercept Pharmaceuticals, Inc. Sage Therapeutics

Array BioPharma Inc. lonis Pharmaceuticals, Inc. Sarepta Therapeutics, Inc.
bluebird bio, Inc. Nektar Therapeutics Theravance Biopharma, Inc.
Clovis Oncology, Inc. Neurocrine Biosciences, Inc.

We believe that the compensation practices of our 2020 peer group provided us with appropriate benchmarks for evaluating the compensation of our named
executive officers for 2020 because of the developmental, market and organizational characteristics we shared with our peer group. At the time that we

selected our 2020 peer group we were at approximately the 50t percentile in terms of market capitalization, the 7gth percentile in terms of employees
headcount relative to the peer group and the 4th percentile in terms of revenue (but 66t percentile based on projected revenue for 2020).

Our Compensation Committee conducts an annual performance review of our named executive officers and approves their compensation. By the end of the
first quarter of each year, base salaries and equity awards for the fiscal year are approved and, for purposes of determining potential payments under our
corporate bonus plan (the bonus plan), annual corporate goals and individual performance objectives are established and set forth in writing. After the end of
each year, our Compensation Committee determines the amounts that will be paid to our executive officers under our bonus plan after carefully (1) reviewing
overall corporate performance; (2) evaluating each named executive officer’'s annual performance against established corporate goals; and (3) in the case of
executive officers other than our Chief Executive Officer, reviewing the achievement of individual performance objectives.

At its first regularly scheduled meeting each year, our Compensation Committee, with input from the Board, evaluates our Chief Executive Officer’s individual
performance, determines whether to adjust his base salary, and determines the amount of equity awards and his bonus, if any, under our bonus plan.

Our Compensation Committee may also review and adjust the compensation of our executive officers throughout the course of the year.

Overview

The Compensation Committee believes it is important to provide adequate fixed compensation to our executive officers working in a highly volatile and
competitive industry. The Compensation Committee’s choice of actual pay levels versus our competitive market reflects consideration of our stockholders’
interests in paying what is necessary to achieve our corporate goals, while setting competitive levels which are essential to retain these key executives. In
determining appropriate base salary levels for a given executive officer, the Compensation Committee considers the following factors:

individual performance of, and overall management of the function by, the executive, as well as our overall corporate performance, during the prior year;
level of responsibility, including breadth, scope, and complexity of the position;

level of experience and expertise of the executive;

internal review of the executive’s compensation relative to other executives to ensure internal equity;

executive officer compensation levels at other similar companies to ensure competitiveness; and

recruiting and retention market dynamics.

The effective date of annual merit increases to base salary is March 1.

2020 Base Salaries

The Compensation Committee engaged Radford to conduct a competitive review and analysis of our current executive compensation program relative to our
2020 peer group. Radford prepared an Executive Compensation Assessment report in September 2019 that provided a competitive assessment of our
executive compensation program as compared to the 2020 peer group data for base salaries, target total cash compensation, and equity compensation.
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For 2020, each of Dr. Kakkis, Dr. Bedrosian and Ms. Sharp received increases in base salaries of approximately 3%, annualized and Mr. Pinion received an
increase in base salary of approximately 4%. In March 2020, Mr. Harris received an increase in base salary of 3.5% annualized. These increases were
based on their individual performance against goals and objectives during 2019 (and were similar to merit-based increases for our employees generally), as
well as Radford’s trends report of standard annual merit salary increases for 2020. In July 2020, Mr. Harris received an additional increase to his base salary
of 9.5% annualized. The Compensation Committee increased Mr.Harris’ base salary to reflect and recognize his exemplary performance and address
internal pay equity considerations.

The following table shows the increases in base salaries for our named executive officers between fiscal 2019 and fiscal 2020:

Fiscal 2019 Fiscal 2020 Percentage

Base Salary (as of Base Salary (as of Increase

Name Title December 19, 2019) December 31, 2020) (%)

Emil D. Kakkis, M.D., Ph.D. President and Chief Executive Officer $ 714,000 $ 735,000 2.9%

Mardi C. Dier(® Chief Financial Officer and Executive Vice President _ 550,000 N/A

Camille L. Bedrosian, M.D. Chief Medical Officer and Executive Vice President 513,849 529,300 3.0%

Erik Harris Chief Commercial Officer and Executive Vice President 450,000 510,000 13.3%
John R. Pinion Il Chief Quality Officer and Executive Vice President,

Translational Sciences 447,690 465,600 4.0%

Shalini Sharp Former Chief Financial Officer 487,277 501,900 3.0%

(1) Ms. Dier’s base salary was established in connection with her appointment as the Company’s Executive Vice President, Chief Financial Officer on October 12, 2020.

Overview

Our bonus plan provides an opportunity for cash bonus awards based upon the attainment of annual performance goals. For all executive officers, except
the Chief Executive Officer, the goals relate to both corporate and individual performance. Corporate performance goals include business, financial, and
operational measures or objectives. Individual performance goals focus on individual contributions that drive achievement of the corporate goals and provide
leadership for the executive officers’ respective functions. The Chief Executive Officer’s bonus is based solely on corporate performance.

The individual goals for each executive officer, other than the Chief Executive Officer, are adopted at the beginning of each performance year by the Chief
Executive Officer and communicated to each executive officer. The Compensation Committee considers the individual performance of each executive officer
(other than our Chief Executive Officer) and our overall corporate performance for the preceding fiscal year in deciding whether to award a bonus and, if one
is to be awarded, the amount of the bonus.

All executive officers are assigned annual bonus targets, expressed as a percent of base salary, based on each executive officer’'s accountability, scope of
responsibilities, and potential impact on performance, as well as peer group competitive data for similarly situated positions. The annual bonus is weighted
75% for corporate performance and 25% for individual performance, except that the annual bonus for the Chief Executive Officer is weighted 100% for
corporate performance. With respect to the corporate component of the bonus, the maximum payout is 150% of target. With respect to the individual
component of the bonus, the maximum payout is 120% of target. Actual payouts are based upon achievement with respect to established goals (for
corporate performance) and individual performance rating (for individual performance).

Generally, by the end of each fiscal year or shortly thereafter, the Compensation Committee assesses corporate performance, and determines an overall
percentage of goal achievement, for such year. This corporate performance score determines the size of the bonus pool applicable to the corporate
component of the bonus plan. A score at or below 50% results in the corporate component of the bonus pool not being funded.

If an executive officer receives a performance rating that he or she only partially meets expectations, then the individual component of the bonus is paid out
at 50%; if an executive officer receives an unsatisfactory performance rating, then the individual component of the bonus is not paid out to that officer.
Subject to the rights contained in any agreement between the Company and the executive officer, an executive officer must be employed by the Company
on the bonus payment date to be eligible to receive a bonus payment.

Fiscal 2020 Bonuses
Annual corporate goals for fiscal 2020 were proposed by our executive officers and approved by our Board in early 2020 upon the recommendation of our
Compensation Committee. Individual objectives for our executive officers for 2020 were proposed by each executive officer, with review, input and

confirmation from our Chief Executive Officer.

For 2020, our Compensation Committee set the annual targets for our executive officers’ bonuses as a percent of base salary generally targeting the market

50t percentile of our 2020 peer group. The target bonuses, as a percentage of base salary, for the named executive officers for fiscal 2020 are set forth in
the following table.
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Target Bonus
for Fiscal 2020

Name Title (% of Base Salary)
Emil D. Kakkis, M.D., Ph.D. President and Chief Executive Officer 70%
Mardi C. Dier(® Chief Financial Officer and Executive Vice President —
Camille L. Bedrosian, M.D. Chief Medical Officer and Executive Vice President 45%
Erik Harris Chief Commercial Officer and Executive Vice President 45%
John R. Pinion Il Chief Quality Officer and Executive Vice President, Translational Sciences 45%
Shalini Sharp Former Chief Financial Officer 45%

(1) Ms. Dier joined the Company as Executive Vice President, Chief Financial Officer on October 12, 2020. As her employment commenced after September 30, 2020, she
was not eligible to receive a bonus for 2020 performance.

In February 2021, the Compensation Committee assessed our overall 2020 performance against the achievement of the corporate goals to determine a total
percentage of achievement between 0% and 150%. The Compensation Committee considered the following performance goals, as well as the relative
weighting of these goals, in assessing overall performance for the 2020 fiscal year:

Achievement
Goal Weighting Against Goal

1. Commercial Products
Achieving targets for global revenue in our territories and number of patients on products in target

territories
Obtain approval of Dojolvi in the United States 60% Exceeded
Negotiating, preparing, and making regulatory submissions in target territories for products in key
territories outside of the United States
2. Development Program
Successful determination of study administration and regimen, FDA alignment on Phase 3 clinical
trial designs and agreement with applicable health authorities on manufacturing process for 3504 Partially
g 8 0 .
specified gene therapy product candidates Achieved
Active INDs for two programs
First patient in clinic for specified gene therapy product candidate
3. General Corporate
Maintaining operating cash usage within 5% of budget
Executing on all commercial and development goals while maintaining a culture of high ethics and 5% Achieved

compliance, with no adverse regulatory actions
Retaining over 85% of key contributors
Achieve minimum engagement score of 80% in annual employee engagement survey

In establishing these goals, the Compensation Committee selected performance goals that it considered aggressive, meaning that they are goals that were
considered achievable, but only with a high degree of diligence and success in execution. Although the COVID-19 pandemic created significantly
uncertainty, the Compensation Committee did not make any changes or adjustments to the performance goals during 2020 as a result of such uncertainty.

In assessing performance against these goals, the Compensation Committee reviewed each goal and determined whether or not it was achieved. The
Compensation Committee then referred to the relative importance of the goals, based on the previously established weightings of each goal. After
completing this assessment, the Compensation Committee determined that some goals were not completely achieved, and other goals were exceeded. The
Compensation Committee also considered additional key corporate achievements that were not represented in the 2020 corporate goals, including
successful completion of several strategic transactions, positive interim data from GTX-102 and successful completion of our follow-on offering. In light of the
Company’s achievements during the year and the success of our team in the face of the uncertainties surrounding the COVID-19 pandemic, the
Compensation Committee determined an overall percentage of achievement for all goals combined, which resulted in 130% achievement for fiscal year
2020.

Other than as described below, in February 2021, in addition to assessing the foregoing corporate goals, the Compensation Committee assessed the
individual accomplishments of our named executive officers for purposes of determining the individual component of their annual bonus. Key individual
achievements for these named executive officers are summarized below.

Pursuant to the terms of Ms. Sharp’s transition letter agreement, the 2020 bonus award to Ms. Sharp was based on the Company’s achievement of the
corporate goals only and did not include an individual component. Ms. Dier joined the Company after September 30, 2020 and as such, was not eligible to
receive a bonus for 2020.
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Named Executive Officer Key 2020 Achievements
Camille L. Bedrosian, M.D. Led and supported teams in FDA approval of Dojolvi with broad indication
Chief Medical Officer and EVP Led and supported teams in FDA approval of Crysvita® for patients of all ages with TIO

Led and supported teams in successful IND-enabling studies for product candidate
Supported GeneTx teams in successful IND clearance and study enroliment in GTX-102
Successfully recruited, hired and onboarded several senior team members in development team
Supported business development efforts to assess strategic partnership opportunities
Mentorship program sponsor for internal talent development
Erik Harris Successful launches of Crysvita® for patients with TIO and Dojolvi following product approval
Chief Commercial Officer and EVP Achieve continued uptake in product sales to support achievement of global revenue targets
Achieve operating margin for global commercial team within specified variance
Supported business development efforts on strategic partnership opportunities
John R. Pinion Il Timely submission and FDA approval of Crysvita® for TIO and Dojolvi
Chief Quality Officer and EVP, Timely submission of IND for GTX-102 and UX701
Translational Sciences Successful tech transfer of drug product for Mepsevii®
Successful start up of translational sciences lab to enable advancement of essential product pipeline work
Accelerated quality control analytical method transfer, qualification and validation to enable Phase 3 study
readiness for product candidates
Initiation of specified number of new translational research pilot projects
Development of biomarker methods for product candidates

Dr. Kakkis evaluated the performance of Dr. Bedrosian, Mr. Harris and Mr. Pinion after considering the above achievements and provided a proposed bonus
amount for each such officer to the Compensation Committee in light of such officer’s achievements during 2020.

Achievement of Goals and Relationship to Compensation Awarded

The overall 130% achievement score for the 2020 corporate goals, combined with Dr. Kakkis’ assessment of the individual performance and achievement of
Dr. Bedrosian, Mr. Harris and Mr. Pinion during fiscal 2020 resulted in the Compensation Committee approving bonus awards for performance in 2020 as set
forth in the following table. As described above, pursuant to the terms of the transition agreement with Ms. Sharp, the bonus award payable to Ms. Sharp
was based on the Company’s achievement of the corporate goals only and did not include an individual component. Ms. Dier joined the Company after
September 30, 2020 and as such, was not eligible to receive a bonus for 2020 performance.

Corporate
Component Score
(Weighting 75%; Individual
100% for CEO Component Score Total Fiscal 2020
Name Title and Ms. Sharp) (Weighting 25%) Bonus
Emil D. Kakkis, M.D., Ph.D. President and Chief Executive Officer 130 — $ 668,850
Mardi C. Dier Chief Financial Officer and Executive Vice President — — —
Camille L. Bedrosian, M.D. Chief Medical Officer and Executive Vice President 130 110 $ 297,731
Erik Harris Chief Commercial Officer and Executive Vice President 130 120 $ 292,613
John R. Pinion Il Chief Quality Officer and Executive Vice President of

Translational Sciences 130 120 $ 267,138
Shalini Sharp Former Chief Financial Officer 130 — $ 293,612

The bonuses awarded under our 2020 annual incentive program were paid in March 2021.

Overview

Stock Options, Restricted Stock Units and Performance Stock Units. Executive officers are eligible to receive equity compensation in the form of stock
options, RSUs and/or PSUs. The Compensation Committee grants stock options, RSUs and/or PSUs annually to executive officers to recognize their
contributions to the achievement of corporate objectives, to align their interests with those of our stockholders by creating value tied to the performance of
our stock price, and for retention purposes. In determining the form and value of an annual grant, the Compensation Committee considers the contributions
and responsibilities of each executive officer, appropriate incentives for the achievement of our long-term growth, the size
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and value of grants made to other executives at peer companies holding comparable positions, individual achievement of designated performance goals,
and our overall performance relative to corporate objectives. The Compensation Committee also grants stock options and RSUs to new executive officer
hires. In determining the form and value of a new hire grant to executive officers, the Compensation Committee considers the expected contributions and
responsibilities of each executive officer, appropriate incentives for the achievement of our long-term growth, the size and value of grants made to other new
hire executives at peer companies holding comparable positions, and the competitive market dynamics at the time of hire.

Under the terms of our 2014 Incentive Plan, pursuant to which all equity grants are currently made, the exercise price of any stock options awarded must be
equal to at least 100% of the fair market value of our common stock (the closing sales price on The Nasdaq Global Select Market) on the date of grant. We
do not have any program, plan or obligation that requires us to grant equity awards on specified dates, although we make annual equity grants in or around
March of each year to allow management and the Compensation Committee to review all elements of compensation at the same point in the year. We also
do not have any program, plan or practice to time award dates of stock option grants to our executive officers in coordination with the release of material
nonpublic information. Equity awards may occasionally be granted following a significant change in job responsibilities or to meet special retention or
performance objectives.

Authority to make equity grants to executive officers rests with the Compensation Committee. Recommendations for equity grant guidelines are made by
Radford based on grant values for similarly situated executive positions in our peer group companies and accounting for dilution constraints. Our CEO
recommends grants for individual executives within those guidelines. The Compensation Committee then reviews and considers our CEO’s recommendation
and approves the final grant amounts. The Compensation Committee also reviews and approves the final grant amounts to our CEO.

We believe that annual equity awards serve as a useful performance recognition mechanism, encouraging the retention of executive officers by maintaining
their focus on our long-term performance, as well as on the achievement of specific performance goals. Our typical option awards to executive officers
(including our named executive officers) have a term of 10 years and vest and become exercisable over a period of four years, with 25% of the underlying
shares vesting on the first anniversary of the grant date and the remainder monthly over the next three years. Our typical RSU awards to executive officers
(including our named executive officers) vest and become exercisable over a period of four years, with 25% of the underlying shares vesting on each
anniversary of the grant date.

In addition to the new hire and annual equity awards described above, the Compensation Committee considers grants of other equity awards, as needed, to
align business strategy with our compensation practices.

Effective March 1, 2020, the Compensation Committee approved annual equity awards for our named executive officers. These awards were granted as a
50%/25%/25% value split among stock options, RSUs and PSUs, respectively, and allowed us to align with the market direction of including RSUs in annual
grants to remain competitive while maintaining an emphasis on performance that naturally results from stock options and PSUs.

2020 Annual Equity Awards Mix

Stock Options

25%
PSUs RS

In an effort to increase retentive value and align executive compensation with the Company’s performance related to product commercialization, the
Compensation Committee included PSUs as part of the annual equity grant in March 2020 described above (2020 PSUs) with a performance condition
based on fiscal 2020 revenue, calculated in accordance with generally accepted accounting principles (GAAP). The revenue target for the 2020 PSUs was
$173 million, with a threshold goal of $150 million and a maximum goal of $210 million. 50% of the target 2020 PSUs would become earned upon
achievement of the threshold level, 100% of the target 2020 PSUs would become earned upon achievement of the target revenue goal and 150% of the
target 2020 PSUs would become earned upon achievement of the maximum level. The actual percentage of 2020 PSUs earned for performance between
threshold and target and between target and maximum was determined on a straight-line interpolated basis. Once the achievement of the performance
metric is certified by the Compensation Committee, 33% of the earned 2020 PSUs subject to the award would vest on the later of the certification date and
March 1, 2021 and 67% of the earned 2020 PSUs subject to the award would vest thereafter on the first anniversary of such date.

Based on the Company'’s fiscal 2020 revenues calculated in accordance with GAAP of $168.8 million, the Compensation Committee certified in February
2021 that 90.9% of the target revenue for the 2020 PSU Awards had been achieved and as such 33% of the earned 2020 PSUs vested on March 1, 2021
and the remaining earned 2020 PSUs subject to the award will vest on March 1, 2022, subject to the named executive officer’s continued service.
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The table below sets forth all annual equity awards granted in fiscal 2020 to our named executive officers. The Company did not grant any equity awards to
Ms. Sharp in fiscal 2020.

Number of Target Number of

Number of Restricted Performance

Name Date of Grant Options Stock Units Stock Units
Emil D. Kakkis, M.D., Ph.D. March 1, 2020 56,100 17,000 17,000
Mardi C. Dier® October 12, 2020 40,000 40,000 —
Camille L. Bedrosian, M.D. March 1, 2020 21,000 7,300 5,100
Erik Harris March 1, 2020 22,000 7,800 5,100
John R. Pinion Il March 1, 2020 22,000 7,800 5,100

(1) Ms. Dier was appointed as the Company’s Chief Financial Officer on October 12, 2020 and the equity awards reflected in the table above represent the equity award
granted pursuant to her offer letter with the Company.

The values of the equity grants awarded to executive officers for the 2020 fiscal year, as well as all compensation actions taken with respect to the named
executive officers in fiscal 2020, are reflected in the Summary Compensation Table.

Fiscal 2021 Compensation

The Compensation Committee reviews our list of peer companies annually to determine if revisions are needed to reflect changes in our development status,
market capitalization, changes in individual peer companies, and other factors. The Compensation Committee engaged Radford to assist in reviewing our
peer group and in suggesting revisions, as appropriate.

Based on Radford’s assessment and recommendations, the Compensation Committee selected 18 publicly traded companies in the pharmaceutical and
biotechnology industries to serve as our new list of peer companies for 2021, referred to as our 2021 peer group, by balancing the following criteria:

companies with recently filed NDAs or early commercial organizations;

companies with comparable market capitalizations (i.e., in the range of $1.5 billion to $12 billion);
companies with revenue of between $100 million and $1 billion;and

companies with headcounts between 250 to 2,000 employees.

Our 2021 peer group is comprised of the following 18 companies in the pharmaceutical and biotechnology industries, reflecting the addition of Acceleron
Pharma, Inc., Blueprint Medicines Corporation, Global Blood Therapeutics, Inc. and GW Pharmaceuticals, plc and the removal of Array BioPharma Inc.,
Clovis Oncology, Inc., Halozyme Therapeutics, Inc., Portola Pharmaceuticals Inc., Puma Biotechnology Inc. and Sage Therapeutics from our 2020 peer
group.

ACADIA Pharmaceuticals Inc. Blueprint Medicines Corporation lonis Pharmaceuticals, Inc.
Acceleron Pharma, Inc. Exelixis Inc. Nektar Therapeutics

Agios Pharmaceuticals, Inc. FibroGen, Inc. Neurocrine Biosciences, Inc.
Alnylam Pharmaceuticals Inc. Global Blood Therapeutics, Inc. PTC Therapeutics, Inc.
Amicus Therapeutics GW Pharmaceuticals, plc Sarepta Therapeutics, Inc.
bluebird bio, Inc. Intercept Pharmaceuticals, Inc. Theravance Biopharma, Inc.

We believe that the compensation practices of our 2021 peer group provided us with appropriate compensation benchmarks for evaluating the compensation
of our named executive officers for 2021.

For 2021, increases in base salaries for our named executive officers, were 5.4% annualized for Dr. Kakkis, 8.5% annualized for Dr. Bedrosian, 7.8%
annualized for Mr. Harris and 11.3% annualized for Mr. Pinion. As Ms. Dier had joined the Company in October 2020, she was not eligible for an increase in
her base salary. The overall 2021 merit budget was based on a Radford trend report regarding projected market merit spends for 2021. Individual increases
in base salaries were also based on achievement of 2020 individual goals.

For 2021, the Compensation Committee determined to retain the target amounts used for 2020 bonuses of 70% for our Chief Executive Officer and of 45%
for all other named executive officers. No other significant changes were made to the bonus plan for 2021.
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We typically make our annual equity grants in or around March of each year to allow management and the Compensation Committee to review all elements
of compensation at one point in the year. As described above under “Stockholder Engagement — Outcomes from Engagement” above, for grants made to
our executive officers in March 2021, we increased the proportion of PSUs as a percentage of total long term equity compensation from 25% to 33% such
that the equity grants to our executive officers reflected a 33%/33%/33% value split among option, RSUs and PSUs. We also introduced a relative metric
with a three-year performance period to our PSU awards to executive officers and increased the performance period for the revenue portion of the PSUs
from one year to two years. 80% of the 2021 PSU awards will vest based upon achievement of revenue based targets based on the period beginning
January 1, 2021 and ending December 31, 2022, with all of the earned revenue based PSUs vesting on the later of (i) the date in which the Compensation
Committee certifies such achievement and (ii) March 1, 2023. 20% of the 2021 PSU awards will vest based upon our total stockholder return (TSR)
performance relative to the TSR of the companies in the Nasdaq Biotechnology Index during the period beginning from January 1, 2021 and ending on
December 31, 2023, with all of the earned TSR-based PSUs vesting on the later of (i) the date in which the Compensation Committee certifies such
achievement and (ii) March 1, 2024.

2021 Annual Equity Awards Mix

Stock Options

33%
PSUs R5Us

Executive officers are eligible to participate in all of our employee benefit plans, including medical, dental, vision, group life, disability, and accidental death
and dismemberment insurance. In each case, participation is on the same basis as other employees, subject to applicable law. We also provide vacation and
other paid holidays to all employees, including executive officers, all of which we believe to be comparable to those provided at peer companies. These
benefit programs are designed to enable us to attract and retain our workforce in a competitive marketplace. Reliable and competitive health, welfare and
vacation benefits ensure that we have a productive and focused workforce.

The retirement savings plan for which our named executive officers are eligible (401(k) Plan) is a tax-qualified retirement savings plan pursuant to which the
named executive officers can contribute certain amounts of their annual compensation, subject to limits prescribed by the Internal Revenue Service. We
make matching contributions of up to 100% of the first 3% of eligible compensation contributed to the plan. The value of these benefits for each of our
named executive officers is reflected in the “All Other Compensation” column of the Summary Compensation Table. All of our employees are eligible to
participate in the 401(k) Plan on the same terms as the named executive officers.

Deductibility of Executive Compensation

In making compensation decisions affecting our executive officers, the Compensation Committee considers our ability to deduct under applicable federal
corporate income tax law compensation payments made to executives. Specifically, the Compensation Committee considers the requirements and impact of
Section 162(m) of the Internal Revenue Code, which limits the tax deductibility to us of compensation in excess of $1.0 million in any year for certain
executive officers. The Compensation Committee considers the Section 162(m) rules as a factor in determining compensation, but will not necessarily limit
compensation to amounts deductible under Section 162(m).

Accounting for Stock-Based Compensation
Under the Accounting Standards Codification, or ASC, Topic 718, we are required to estimate and record an expense at the measurement date for each

award of equity compensation over the vesting period of the award. Accounting rules also require us to record cash compensation as an expense at the time
the obligation is incurred.

There is no pre-established policy or target for the allocation of compensation. The factors described above, as well as the overall compensation philosophy,
are reviewed to determine the appropriate level and mix of compensation. In fiscal 2020, the largest portion of compensation to each of our named executive
officers was in the form of equity compensation.
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Cash compensation, including base salary adjustments, for our named executive officers is reviewed annually, usually in the first quarter of the fiscal year

and upon promotion or other change in job responsibilities. The effective date of annual merit increases to salary is March 15, Equity compensation is
granted annually each March as well as upon the hiring of the named executive officer (provided that, unless agreed to otherwise, the named executive
officer must have been employed by September 30 to receive an annual equity grant for the year of hire).

Our Board has adopted a Clawback Policy which permits us to recover up to 100% of any performance based cash and equity compensation that we pay to
our current or former executive officers during the one-year period preceding the date on which we are required to prepare an accounting restatement if the
Board determines that an act or omission of such executive officers contributed to the circumstances requiring the restatement and such act or omission
involved fraud or intentional misconduct by the officer.

The Compensation Committee adopted stock ownership guidelines in order to align the long-term interests of our executive officers and directors with those
of our stockholders. The guidelines require holding our common stock with value equivalent to 3x the annual retainer for Board members, 3x the base salary
for our Chief Executive Officer and 1x the base salary for the other named executive officers.

These guidelines are to be achieved by the end of 2021 for our named executive officers and Board members who have been named executive officers and
Board members as of the date the policy was implemented and within five years of appointment for newly appointed named executive officers and Board
members.

Risk Management and Mitigation

In reviewing the compensation structure in fiscal 2020, the Compensation Committee also considered how our compensation policies may affect our risk
profile and how compensation policies may be used to mitigate risks facing us. More specifically, the Compensation Committee considered the general
design philosophy of our policies for employees whose conduct would be most affected by incentives established by compensation policies. In considering
these issues, the Compensation Committee concluded that the use of performance-based bonuses and long-term equity awards did not appear to create
undue risks for us or encourage excessive risk-taking behavior on the part of employees.

With respect to bonus awards, the amount of an individual's award depends principally (exclusively, in the case of our Chief Executive Officer) on our overall
performance, which reduces the ability and incentive for an individual to take undue risks in an effort to increase the amount of his or her bonus award for a
particular year. For fiscal 2020, our corporate goals were reviewed and approved by the Board in early 2020, upon the recommendation of the Compensation
Committee, and are considered to be generally of the nature that would not encourage or reward excessive risk taking. Additionally, the Compensation
Committee monitors our performance throughout the year and has the ability to intervene in instances where our actions vis-a-vis our performance goal
attainment would be considered unduly risky, so that the Compensation Committee may act to prevent or penalize such actions.

With respect to equity awards, these awards typically vest over several years, meaning that long-term value creation, contrasted with short-term gain,
presents the best opportunity for employees to profit from these awards.

Compensation Committee Report

The Compensation Committee has reviewed and discussed with management the Compensation Discussion and Analysis required by Item 402(b) of
Regulation S-K. Based on this review and discussion, the Compensation Committee recommended to the Board of Directors that the foregoing
Compensation Discussion and Analysis be included in this proxy statement and in our Annual Report on Form 10-K for the fiscal year ended December 31,
2020.

Submitted by the Compensation Committee of the Board of Directors
Michael Narachi, Chairman

William Aliski

Clay B. Siegall, Ph.D.

Daniel G. Welch

ULTRAGENYX PHARMACEUTICAL INC. - 2021 Proxy Statement 41



Back to Contents

Summary Compensation Table

The following table sets forth the compensation earned during the years ended December 31, 2020, 2019, and 2018 by our Chief Executive Officer, Chief
Financial Officer, our next three highest-paid executive officers and our former Chief Financial Officer. We refer to these officers as our named executive
officers.

Non-Equity
Stock Option Incentive Plan All Other
Name and Principal Position Year Salary Bonus(® Awards(? Awards® Compensation(® Compensation(®) Total
Emil D. Kakkis, M.D., Ph.D. 2020 $ 759,231 % — $ 1906,720 $ 1,802,869 $ 668,850 $ 6,550 $ 5,144,220
President and 2019 714,000 — 2,702,000 2,650,784 479,808 6,550 6,553,142
Chief Executive Officer 2018 679,952 — 944,385 2,753,513 428,400 6,550 4,812,800
Mardi Dier(®) 2020 116,346 100,000 3,820,000 2,084,296 — — 6,120,642
Chief Financial Officer and
Executive Vice President
Camille L. Bedrosian, M.D. 2020 546,686 — 695,392 674,871 297,731 — 2,214,680
Chief Medical Officer and 2019 511,186 — 878,150 863,513 230,076 2,729 2,485,654
Executive Vice President 2018 442,308 210,000 990,000 2,906,983 189,274 97,563 4,836,128
Erik Harris 2020 501,247 — 723,432 707,007 292,613 — 2,224,299
Chief Commercial Officer and 2019 418,077 — 691,705 962,122 201,488 — 2,273,392
Executive Vice President 2018 356,154 7,500 31,480 113,637 132,300 — 641,070
John R, Pinion Il 2020 480,063 — 723,432 707,007 267,138 — 2177641
Chief Quality Officer and
Executive Vice President, 2019 447,690 — 1,756,300 923,578 205,490 — 3,333,238
Translational Sciences 2018 430,320 — 217,935 728,443 188,030 — 1,564,878
Shalini Sharp 2020 499,638 — — — 293,612 — 793,249
Former Chief Financial Officer and 2019 484,548 — 945,700 923,758 218,178 — 2,572,184
Executive Vice President 2018 470,435 — 339,010 1,019,820 198,695 — 2,027,960

(1) The amounts reported in this column represent sign-on bonuses.

(2) The amounts reported in this column for a fiscal year represent the grant date fair value of the RSUs and PSUs granted to our named executive officers during the fiscal
year, as computed in accordance with ASC Topic 718, not including any estimates of forfeitures, and, with respect to the PSUs, assuming the most probable outcome of the
performance conditions as of the grant date. The assumptions used in calculating the grant date fair value of the RSUs and PSUs reported in this column are set forth in
the notes to our financial statements included in our Annual Report. The amounts reported in this column reflect the accounting cost for these RSUs and PSUs and do not
correspond to the actual economic value that may be received by the named executive officers from the RSUs and the PSUs. The value of the PSUs reported in this
column for 2020, assuming achievement of the maximum performance level, is as follows: $1,430,040 for Dr. Kakkis and $429,012 for Dr. Bedrosian, Mr. Harris and Ms.
Pinion. Ms. Dier and Ms. Sharp did not receive PSUs in 2020.

(3) The amounts reported in this column for a fiscal year represent the grant date fair value of the stock options granted to our named executive officers during the fiscal year,
as computed in accordance with ASC Topic 718, not including any estimates of forfeitures. The assumptions used in calculating the grant date fair value of the stock
options reported in this column are set forth in the notes to our financial statements included in our Annual Report. The amounts reported in this column reflect the
accounting cost for these stock options, and do not correspond to the actual economic value that may be received by the named executive officers from the options.

(4) Amounts for a fiscal year represent cash bonuses earned in that fiscal year and paid in the subsequent fiscal year based on achievement of performance goals and other
factors deemed relevant by our Compensation Committee.

(5) Amounts reported in this column for the 2020 fiscal year reflect $6,550 for key person life insurance premiums paid by us for Dr. Kakkis.
(6) Ms. Dier was appointed as the Company’s Chief Financial Officer effective on October 12, 2020.

Employment Arrangements with Our Named Executive Officers

Dr. Kakkis, our Chief Executive Officer, is party to an employment agreement with us that provides for base salary. Dr. Kakkis is also eligible for an annual
bonus opportunity and to participate in our employee benefit plans, subject to the terms of those plans. Pursuant to the terms of the employment agreement,
the employment of Dr. Kakkis is at will; we may terminate his employment at any time, without advance notice, for any reason or for no reason at all, and
Dr. Kakkis may terminate his employment at any time, upon four weeks’ prior written notice, for any reason or for no reason at all.

Each of our other named executive officers is party to an offer letter with us that provides for base salary, an annual bonus opportunity, and an initial grant of
equity. They are eligible to participate in our employee benefit plans, subject to the terms of those plans. Pursuant to the terms of the offer letters, their
employment is at will and may be terminated either by us or by them, with or without advance notice, for any reason or for no reason at all.
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Each of these employment arrangements and offer letters also contain provisions that provide for certain payments and benefits in the event of an
involuntary termination of employment. In addition, the named executive officers may be entitled to accelerated vesting of their outstanding and unvested
awards in certain circumstances. The information below describes certain compensation that may become due and payable as a result of certain events.
Please see section entitled ” — Shalini Sharp Transition Agreement” below for a description of the benefits due and payable to Ms. Sharp as a result of the
termination of her employment.

Involuntary Termination of Employment

Pursuant to their employment arrangements or offer letters, each named executive officer is eligible to receive certain payments and benefits in the event of
certain qualifying terminations, including termination of his or her employment by us without “cause” (as defined below) or resignation of his or her
employment with “good reason” or because of a “constructive termination” (each, as defined below). Upon the timely execution of a general release of
claims, each named executive officer is eligible to receive the following payments and benefits:

if Dr. Kakkis is terminated by us other than for cause, he shall be entitled to receive 24 months of base salary continuation;

if Dr. Kakkis resigns his employment with us for good reason following a “change in control” (as defined below), then he shall be entitled to receive 24
months of base salary continuation; provided, however, that Dr. Kakkis must first provide us written notice of the good reason within six months of the
event constituting good reason and a period of 20 days to cure the good reason and we must fail to cure the good reason during such 20-day period;

if Dr. Bedrosian is terminated by us without cause or resigns employment with us due to a constructive termination, she will be entitled to: (i) accelerated
vesting of any equity-based compensation awards granted to her in connection with her employment as if she remained employed by us for an additional
12 months following the date of termination; (ii) an extended exercise period applicable to any options then held such that the executive has 12 months
from termination to exercise any of the vested options, provided that in no event shall the exercise period be extended beyond the expiration date of any
options then held; and (iii) 12 months of base salary continuation and a pro-rated annual bonus at the target in effect as of the date of termination; and

if Ms. Dier, Mr. Harris or Mr. Pinion is terminated by us without cause or resigns employment with us due to a constructive termination, each executive will
be entitled to: (i) an extended exercise period applicable to any options then held such that the executive has 12 months from termination to exercise any
of the vested options, provided that in no event shall the exercise period be extended beyond the expiration date of any options then held; (ii) 12 months
of base salary continuation and (iii) with respect to Ms. Dier, the annual bonus at the target in effect as of the date of termination.

Covered Transaction

Pursuant to the employment agreement with Dr. Kakkis, as amended and the offer letters with Dr. Bedrosian, Mr. Harris and Mr. Pinion (including any
amendments) in addition to the severance benefits described above, in the event (i) we consummate a “Covered Transaction” (as defined in our 2014
Incentive Plan), which includes certain mergers or material asset sales, as well as any dissolution, liquidation, or winding down of the Company, (ii) the
executive is employed by us (or our subsidiaries) on the date the Covered Transaction is consummated, and (iii) the executive is terminated by us without
cause or resigns employment with us due to a constructive termination (or, in the case of Dr. Kakkis, for good reason) within 24 months in the case of Dr.
Bedrosian, within 18 months in the case of Ms. Dier and Mr. Harris and 12 months in the case of Mr. Pinion after the consummation of the Covered
Transaction, the vesting of all of such executive’s outstanding equity awards shall accelerate with respect to 100% of the then-unvested awards.

Definitions
For purposes of Dr. Kakkis’ employment agreement, “cause” means his:

commission of a felony or any crime involving dishonesty, breach of trust, or physical harm to any person;

willful engagement in conduct that is in bad faith and materially injurious to us, including but not limited to misappropriation of trade secrets, fraud, or
embezzlement;

material breach of his employment agreement that is not cured within 10 days after written notice to him from us; or

willful refusal to implement or follow a lawful policy or directive of ours, which breach is not cured within 10 days after written notice to him from us.
For purposes of each of the offer letters with Ms. Dier, Mr. Harris and Mr. Pinion, “cause” means the nhamed executive officer’s:

gross negligence in carrying out, or material failure to carry out, his or her duties for us (including, without limitation, failure to cooperate in any Company

investigation), after notice from the Board and a reasonable opportunity to cure (if deemed curable);

breach of his or her fiduciary duties to us, after notice from the Board and a reasonable opportunity to cure (if deemed curable);

conviction of, or plea of guilty or no contest to, any felony;

act of fraud or embezzlement with respect to his or her obligations to us or otherwise relating to our business;

material violation of any of our policies;

material breach of any agreement entered into with us; or

unauthorized use or disclosure of confidential information or trade secrets of ours or of our affiliates.

For purposes of the offer letter with Dr. Bedrosian, “cause” means her:

commission of a felony or any crime involving dishonesty, breach of trust, or physical harm to any person;

willful engagement in conduct that is in bad faith and materially injurious to us, including but not limited to misappropriation of trade secrets, fraud, or
embezzlement;

material breach of any agreement with us that is not cured within 10 days of written notice by us to her; or
willful refusal to implement or follow a lawful policy or directive of ours, which breach is not cured within 10 days after written notice by us to her.
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For purposes of Dr. Kakkis’ employment agreement, “good reason” means any of the following events if (i) we effect the event without the consent of
Dr. Kakkis and (ii) such event occurs after a change in control:

a change in his position with us that materially reduces his level of responsibility;

a material reduction in his base salary, except for reductions that are comparable to reductions generally applicable to similarly situated executives of ours;
or

a relocation of his principal place of employment by more than 50 miles.

For purposes of Dr. Kakkis’ employment agreement, “change in control” means a change in ownership or control of us effected through a merger,
consolidation, or acquisition by any person or related group of persons (other than an acquisition by us or by an employee benefit plan sponsored by us or
by a person or persons that directly or indirectly control, is controlled by, or is under common control with, us) of beneficial ownership of securities
possessing more than 50% of the total combined voting power of our outstanding securities.

For purposes of each of the offer letters with Ms. Dier, Mr. Harris and Mr. Pinion, “constructive termination” means the occurrence of any of the following
events without the named executive officer’s consent if (i) the executive provides us with written objection (or notice) to the event or condition within 30 days
following the occurrence of the event or condition, (ii) we do not reverse or otherwise cure the event or condition within 30 days of receiving such written
objection, and (iii) the executive resigns his or her employment with us within 30 days following the expiration of that cure period:

a material reduction or change in the executive’'s job duties, responsibilities and requirements from the executive’s job duties, responsibilities and
requirements immediately prior to such reduction or change, taking into account the differences in job title and duties that are normally occasioned by
reason of an acquisition of one company by another;

a material reduction of the executive's base salary (other than an equal, across-the-board reduction in the compensation of all similarly-situated
employees of ours or the surviving entity that is approved by the Board); or

a requirement that the executive relocate to a principal office that increases his or her one-way commute by more than 50 miles relative to the executive’s
immediately preceding principal office.

For purposes of the offer letter with Dr. Bedrosian, “constructive termination” means the occurrence of any of the following events without her consent if
(i) she provides us with written objection (or notice) to the event or condition within 90 days following the occurrence of the event or condition, (ii) we do not
reverse or otherwise cure the event or condition within 30 days of receiving such written objection, and (iii) she resigns her employment with us within 30
days following the expiration of that cure period:

a material reduction or change in her job duties, responsibilities, authority or requirements from her job duties, responsibilities, authority or requirements
immediately prior to such reduction or change;

a material reduction of her base salary (other than an equal, across-the-board reduction in the compensation of all similarly-situated employees of ours or
the surviving entity that is approved by the Board);

a requirement that she relocate to a principal office that increases her one-way commute by more than 50 miles relative to her immediately preceding
principal office; or

a material breach of her offer letter agreement (including the failure to grant the new hire equity set forth in her offer letter within 30 days of her hire date)
or any other agreement between her and us.

In March 2020, we announced that Shalini Sharp had informed us of her decision to voluntarily resign from her position as our Executive Vice President and
Chief Financial Officer effective as of September 2, 2020. In connection with her resignation, Ms. Sharp and the Company entered into a transition letter
agreement on March 5, 2020, which was subsequently amended on August 28, 2020 and October 8, 2020 (Transition Agreement). Pursuant to the
Transition Agreement, following her resignation as the Company’s Chief Financial Officer, which ultimately was effective as of October 12, 2020, Ms. Sharp
continued and will continue to be an employee of the Company to assist with transition related activities until May 2, 2021, or such earlier date as mutually
agreed between the Company and Ms. Sharp (Separation Date). During the transition period, she will receive a reduced annual base salary of $380,000,
subject to standard withholdings and deductions, and continue to remain eligible for all regular employee benefits. Any unvested options, RSUs and PSUs as
of the Separation Date will continue to vest and become exercisable in accordance with their terms until the date that is four months following the Separation
Date (Vesting Expiration Date) and all vested equity awards held by Ms. Sharp as of the Vesting Expiration Date will remain exercisable until 120 days after
the Vesting Expiration Date.

Ms. Dier was appointed as our Executive Vice President and Chief Financial Officer effective October 12, 2020. In connection with her appointment, we
entered into an offer letter with her providing for an initial base salary of $550,000 per year and a target bonus opportunity of 45% of her base salary.
Pursuant to the terms of her offer letter, Ms. Dier also received a one-time sign-on bonus of $100,000 and an equity grant consisting of a stock option to
purchase 40,000 shares of the Company’s common stock and 40,000 RSUs.
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Grants of Plan-Based Awards

The following table sets forth certain information regarding grants of plan-based awards to the named executive officers during fiscal 2020.

Estimated Future Payouts Stock

Under Non-Equity Estimated Future Payouts Under Awards: Option
Incentive Plan Awards Equity Incentive Plan Awards Number Awards: Grant Date
of Shares Number of Exercise Fair Value
of Stock  securities Price of of Stock
or Units  underlying Option and Option
Target Maximum Threshold Target Maximum Granted Options Awards Awards
Name Grant Date O ($)@ #)© @ #®@ (#)¥ Granted (#)  ($/Share) ($)®
Emil D. Kakkis, 514,500 771,750 — — — — — — —
M.D., Ph.D. 3/1/2020 — — — — — — 56,100 56.08 1,802,869
3/1/2020 — — — — — 17,000 — — 953,360
3/1/2020 — — 8,500 17,000 25,500 — — — 953,360
Mardi C. Dier(®) 10/12/2020 — — — — — — 40,000 9550 2,084,296
— — — — — 40,000 — — 3,820,000
Camille L. 238,185 339,414 — — — — — — —
Bedrosian, M.D. 3/1/2020 — — — — — — 21,000 56.08 674,871
3/1/2020 — — — — — 7,300 — — 409,384
3/1/2020 — — 2,550 5,100 7,650 — — — 286,008
Erik Harris 209,610 298,694 — — — — — — —
3/1/2020 — — — — — — 22,000 56.08 707,007
3/1/2020 — — — — — 7,800 — — 437,424
3/1/2020 — — 2,550 5,100 7,650 — — — 286,008
John R. Pinion Il 209,520 298,566 — — — — — — —
3/1/2020 — — — — — — 22,000 56.08 707,007
3/1/2020 — — — — — 7,800 — — 437,424
3/1/2020 — — 2,550 5,100 7,650 — — — 286,008
Shalini Sharp(”) 225,855 321,843 — — — — — — —

(@)
@
(©)
(©)
®)
(6)

@)

The amount represents the target amount of each named executive officer’s cash payments under our 2020 annual incentive program as established by the Board and
described in “Compensation Discussion and Analysis” above. Actual payments made for fiscal 2020 are provided in the Summary Compensation Table.

The amount represents the maximum amount of each named executive officer’s cash payments under our 2020 annual incentive program as established by the Board and
described in “Compensation Discussion and Analysis” above. Actual payments made for fiscal 2020 are provided in the Summary Compensation Table.

The amount represents the PSUs granted under our 2014 Incentive Plan. 50% of the PSUs would be earned upon achievement of the threshold level, 100% of the PSUs
would be earned upon achievement of the target level and 150% of PSUs subject to the award would be earned upon achievement of the maximum level.

The amount represents the RSUs granted under our 2014 Incentive Plan.

This column reflects the aggregate grant date fair value of equity awards granted in 2020 as computed in accordance with ASC Topic 718, not including any estimates of
forfeitures. The assumptions used in calculating the grant date fair value of the stock and option awards reported in this column are set forth in the notes to our financial
statements included in our Annual Report.

Ms. Dier was appointed as the Company’s Chief Financial Officer effective on October 12, 2020. As she joined the Company after September 30, 2020, she was not
eligible to receive a cash bonus payment for fiscal 2020 performance. See ” —Mardi Dier Offer Letter” above for a description of the terms of Ms. Dier’s offer letter with the
Company.

Ms. Sharp did not receive any grants of equity awards in 2020 following her announcement to voluntarily resign from the Company.
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Outstanding Equity Awards at December 31, 2020

The following table sets forth information concerning the outstanding equity awards held by each of the named executive officers as of December 31, 2020.

Option Awards Stock Awards
Market Equity Incentive  Equity Incentive Plan
Value of Plan Awards: Awards: Market
Number of Number of Number of  Shares or Number of or Payout Value of
Securities Securities Shares or  ynits of Unearned Shares, Unearned Shares,
Underlying Underlying  Option Units of Stock Stock That Units or Other  Units or Other Rights
Unexercised Unexercised Exercise Option ThatHave Have Not Rights That Have That Have Not
Options (#) Options (#) Price Expiration Not Vested Vested Not Vested Vested
Name Grant Date Exercisable Unexercisable ($) Date(® @ ($) #H® ($)
Emil D. Kakkis, 3/1/2020 — 56,100 56.08 3/1/2030 17,000 2,353,310 17,000 2,353,310
M.D., Ph.D. 3/1/2019 28,875 37,125 67.55 3/1/2029 27,584 3,818,453 — —
3/1/2018 64,969 29,561 48.43 3/1/2028 9,750 1,349,693 — —
12/22/2017 — — — — 3,436 475,645 — —
3/1/2017 73,125 4,875 88.80 3/1/2027 3,250 449,898 — —
6/1/2016 63,700 — 70.57 6/1/2026 — — — —
5/21/2015 68,300 — 84.89 5/21/2025 — — — —
11/1/2013 47,853 — 6.86 11/1/2023 — — — —
Mardi C. Dier 10/12/2020 — 40,000 95.50 10/12/2030 40,000 5,537,200 — —
Erik Harris 3/1/2020 — 22,000 56.08 3/1/2030 7,800 1,079,754 5,100 705,993
6/19/2019 4,500 7,500 63.27  6/19/2029 4,827 668,202 — —
3/1/2019 5,688 7,312 67.55 3/1/2029 3,000 415,290 — —
3/1/2018 2,681 1,219 48.43 3/1/2028 324 44,851 — —
12/22/2017 — — — — 1,213 167,916 — —
7/6/2017 25,625 4,375 63.28 71612027 750 103,823 — —
Camille L. 3/1/2020 — 21,000 56.08 3/1/2030 7,300 1,010,539 5,100 705,993
Bedrosian, M.D. 3/1/2019 9,406 12,094 67.55 3/1/2029 9,025 1,249,331 — —
1/30/2018 64,167 23,833 55.00 1/30/2028 10,439 1,445,071 — —
John R. Pinion I 3/1/2020 — 22,000 56.08 3/1/2030 7,800 1,079,754 5,100 705,993
3/1/2019 10,063 12,937 67.55 3/1/2029 18,775 2,599,023 — —
3/1/2018 18,563 8,437 48.43 3/1/2028 2,500 346,075 — —
12/22/2017 — — — — 1,434 198,509 — —
3/1/2017 16,875 1,125 88.80 3/1/2027 675 93,440 — —
6/1/2016 17,800 — 70.57 6/1/2026 — — — —
6/3/2016 11,000 — 69.53 6/3/2026 — — — —
7/6/2015 90,000 — 124.87 7/6/2025 — — — —
Shalini Sharp 3/1/2019 — 12,937 67.55 3/1/2029 9,775 1,353,153 — —
3/1/2018 — 10,937 48.43 3/1/2028 3,500 484,505 — —
12/22/2017 — — — — 1,434 198,509 — —
3/1/2017 — 1,750 88.80 3/1/2027 1,000 138,430 — —
5/21/2015 23,328 — 84.89 5/21/2025 — — — —
11/1/2013 2,998 — 6.86 11/1/2023 — — — —
(1) The options vest with respect to 1/4th of the shares underlying the option on the one-year anniversary of the applicable grant date, and with respect to 1/48th of the shares

@

®)

underlying the option, on each monthly anniversary thereafter, subject to the holder’s continued service to us through each such vesting date. Please see the section
entitted “—Narrative Disclosure to Summary Compensation Table—Covered Transaction” for accelerated vesting provisions that apply on certain terminations of
employment.

The RSUs vest with respect to 1/4th of the underlying shares on each anniversary of the grant date over a four-year period; provided, however, that for (i) Dr. Kakkis, Mr.
Harris, Mr. Pinion, and Ms. Sharp, approximately 1/2 of the RSUs listed in the December 22, 2017 row will vest on each of May 6, 2021 and October 14, 2021, for (ii) Dr.
Bedrosian, with respect to 10,439 of the total RSUs listed in the January 30, 2018 row, approximately 1/2 of such 1,439 RSUs will vest on each of May 6, 2021 and October
14, 2021, for (iii) Dr. Kakkis with respect to 27,584 of the total RSUs listed in the March 1, 2019 row, 12,583 RSUs vested on March 1, 2021, for (iv) Mr. Harris with respect
to 4,827 of the total RSUs listed in the June 19, 2019 row, 2,202 RSUs vested on March 1, 2021, and for (v) Dr. Bedrosian, Mr. Pinion, and Ms. Sharp with respect to 9,025,
18,775, and 9,775, respectively, of the total RSUs listed in the March 1, 2019 row, 3,775 RSUs vested on March 1, 2021. Please see the section entitled “—Narrative
Disclosure to Summary Compensation Table—Covered Transaction” for accelerated vesting provisions that apply on certain terminations of employment.

The PSUs vest as described above under “Compensation Discussion and Analysis—Equity Compensation.” Please see the section entitled “—Narrative Disclosure to
Summary Compensation Table—Covered Transaction” for accelerated vesting provisions that apply on certain terminations of employment.
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Option Exercises and Stock Vested

The following table sets forth certain information concerning the option awards exercised and stock awards vested for our named executive officers during
fiscal 2020.

Option Awards Stock Awards
Number of Number of
Shares Acquired ~ Value Realized  shares Acquired ~ Value Realized
on Exercise on Exercise on Vesting on Vesting
Name and Principal Position (#) ($)(1) (#) ($)(2)
Emil D. Kakkis, M.D., Ph.D., President and Chief Executive Officer — — 27,147 1,643,179
Mardi C. Dier, Chief Financial Officer and Executive Vice President — — — =
Camille L. Bedrosian, M.D., Chief Medical Officer and Executive Vice — — 9,545 556,054
President
Erik Harris, Chief Commercial Officer and Executive Vice President — — 5,683 390,754
John R. Pinion Il, Chief Quality Officer and Executive Vice President, — — 11,684 700,710
Translational Sciences
Shalini Sharp, Former Chief Financial Officer 87,348 1,959,441 9,759 596,136

(1) Value realized does not represent proceeds from any sale of any common stock acquired upon exercise, but is determined by multiplying the number of shares acquired
upon exercise by the difference between the exercise price of the option and the closing price of our common stock on The Nasdaq Global Select Market on each exercise
date.

(2) Value realized is equal to the closing price of our common stock on The Nasdaq Global Select Market on each vesting date multiplied by the number of stock awards that
vested.

Pension Benefits

We do not have a defined benefit plan. Our named executive officers did not participate in, or otherwise receive any special benefits under, any pension or
defined benefit retirement plan sponsored by us during fiscal 2020.

Nonqualified Deferred Compensation

During fiscal 2020, our named executive officers did not contribute to, or earn any amount with respect to, any defined contribution or other plan sponsored
by us that provides for the deferral of compensation on a basis that is not tax-qualified.

Potential Payments Upon Termination or Change of Control

The amount of compensation and benefits payable to each named executive officer in various termination and change in control situations, as described
above under “—Narrative Disclosure to Summary Compensation Table—Involuntary Termination of Employment” and “—Narrative Disclosure to Summary
Compensation Table—Covered Transaction, has been estimated in the tables below. The value of the option, RSU, and PSU vesting acceleration was
calculated for each of the tables below based on the assumption that the change in control and executive’s employment termination occurred on December
31, 2020. The closing price of our common stock on The Nasdaq Global Select Market as of December 31, 2020, the last trading day of 2020, was $138.43,
which was used as the value of our common stock in the change in control. The value of the option vesting acceleration was calculated by multiplying the
number of unvested option shares subject to vesting acceleration as of December 31, 2020 by the difference between the closing price of our common stock
as of December 31, 2020 and the exercise price for such unvested option shares. No value is attributed to unvested options subject to acceleration which
have exercise prices above the closing market price of our common stock as of December 31, 2020. The value of the RSU and PSU vesting acceleration
was calculated by multiplying the number of unvested RSUs and PSUs (with respect to the PSUs, based on target level of performance) subject to vesting
acceleration as of December 31, 2020 by the closing price of our common stock as of December 31, 2020.
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The following table describes the potential payments upon employment termination for Emil Kakkis, our President and Chief Executive Officer, as if his

employment terminated as of December 31, 2020, the last business day of the fiscal year.

Resignation for Good
Reason following a
Change in Control

$ 1,470,000

Potential Payments Upon Termination
or Change of Control

Termination by
Company without Cause

$ 1,470,000

Base Salary
Acceleration of equity awards

Company without
Cause following a
Covered Transaction

Termination by

Resignation for Good
Reason following a

Covered Transaction

$ 1,470,000 $

20,951,300

20,951,300

The following table describes the potential payments upon employment termination for Mardi Dier, our Chief Financial Officer and Executive Vice President,

as if her employment terminated as of December 31, 2020, the last business day of the fiscal year.

Potential Payments Upon Termination
or Change of Control

Base Salary

Bonus

Acceleration of equity awards

Termination by
Company without Cause
$ 550,000
247,500

Resignation due to a
Constructive Termination
$ 550,000
247,500

Termination by Company without
Cause or resignation due to a
Constructive Termination following
a Covered Transaction
550,000

247,500

7,254,400

$

The following table describes the potential payments upon employment termination for Camille Bedrosian, our Chief Medical Officer and Executive Vice

President, as if her employment terminated as of December 31, 2020, the last business day of the fiscal year.

Potential Payments Upon Termination
or Change of Control

Termination by Company
without Cause

Resignation due to a
Constructive Termination

Base Salary $ 529,300 $ 529,300
Bonus 238,185 238,185
Acceleration of equity awards 5,045,699 5,045,699

Termination by Company without
Cause or resignation due to a
Constructive Termination following
a Covered Transaction
529,300

238,185

8,985,893

$

The following table describes the potential payments upon employment termination for Erik Harris, our Chief Commercial Officer and Executive Vice

President as if his employment terminated as of December 31, 2020, the last business day of the fiscal year.

Potential Payments Upon Termination
or Change of Control

Base Salary

Acceleration of equity awards

Termination by Company
without Cause

510,000

Resignation due to a
Constructive Termination

$ 510,000

$

ULTRAGENYX PHARMACEUTICAL INC.

Termination by Company without
Cause or resignation due to a
Constructive Termination following
a Covered Transaction
510,000

6,517,994

$
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The following table describes the potential payments upon employment termination for John R. Pinion Il, our Chief Quality Officer and Executive Vice
President, Translational Sciences, as if his employment terminated as of December 31, 2020, the last business day of the fiscal year.

Termination by Company without

Resignation due Cause or resignation due to a

Potential Payments Upon Termination Termination by Company to a Constructive Constructive Termination following
or Change of Control without Cause Termination a Covered Transaction
Base Salary $ 465,600 $ 465,600 $ 465,600
8,566,632

Acceleration of equity awards — —
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The table below discloses information as of December 31, 2020 with respect to our equity compensation plans that have been approved by stockholders and

equity compensation plans that have not been approved by stockholders.

Number of Securities
to be Issued
upon Exercise of
Outstanding Options,
Plan Category Warrants and Rights(a)
Equity compensation plans approved by security holders:
2011 Equity Incentive Plan, as amended
2014 Incentive Plan
2014 Employee Stock Purchase Plan
Equity compensation plans not approved by security holders®
Dimension Therapeutics, Inc. 2015 Stock Option and Incentive
Plan 42,807
Dimension Therapeutics, Inc. 2013 Stock Plan 18,870

301,854
7,534,805

Weighted-Average
Exercise Price of
Outstanding Options,
Warrants and Rights

(%)

4.70
66.40

36.66
29.93

Number of Securities
Remaining Available
for Future Issuance
under Equity
Compensation Plans
(Excluding Securities
Reflected in Column(a))

2,980,163
3,248,367

(1) In connection with our acquisition of Dimension Therapeutics, Inc. on November 7, 2017, we assumed these plans and outstanding option awards thereunder (whether or
not then vested or exercisable). The assumed awards continue to have, and are subject to, the same terms and conditions as were applicable prior to the acquisition as set
forth in the applicable plan (including any applicable award agreement, other agreement or other document evidencing such awards), except that the awards are
exercisable for shares of our common stock with exercise prices adjusted to reflect the terms of the acquisition, all as set forth in the merger agreement. No new awards

can be made under these plans.
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Our Board has adopted a non-employee director compensation policy that is designed to provide a total compensation package that enables us to attract
and retain, on a long-term basis, high caliber non-employee directors. A Board of Director Compensation Review prepared by Radford in December 2019
provided a competitive assessment of our compensation practices for non-employee directors in connection with the Compensation Committee’s evaluation
of the level of compensation for our non-employee directors for 2020. In 2020, to align the cash compensation levels for non-employee directors serving as
chairman or members of certain committees to the 50th percentile as compared to our 2020 peer group, following the recommendation of the Compensation
Committee, the Board increased the annual retainer for the chairman of the Compensation Committee and the chairman of the Research and Development
Committee to $20,000 and $14,000, respectively, and for the members of the Compensation Committee and Research and Development Committee to
$10,000 and $7,000, respectively.

A summary of the non-employee director compensation arrangements for fiscal 2020 is set forth below:

Annual Retainer
Board of Directors:

Chairman $ 80,000
Non-Chairman members $ 50,000
Audit Committee:

Chairman $ 20,000
Non-Chairman members $ 10,000
Compensation Committee:

Chairman $ 20,000
Non-Chairman members $ 10,000
Nominating and Corporate Governance Committee:

Chairman $ 10,000
Non-Chairman members $ 5,000
Research and Development Committee:

Chairman $ 14,000
Non-Chairman members $ 7,000

In 2021, to align the cash compensation levels for non-employee directors to the 50th percentile as compared to our 2021 peer group, following the
recommendation of the Compensation Committee, the Board increased the annual retainer for the Chairman of the Board by $5,000 to a total of $85,000
annually.

Under the non-employee director compensation policy for fiscal 2020, each non-employee director who was initially appointed or elected to the Board
received an option grant to purchase up to 17,000 shares of our common stock under our stock option plan on the date he or she first becomes a non-
employee director,which would vest monthly over a three-year period, subject to the holder’s continued service to us through each such vesting date. In
addition, on the date of the annual meeting of stockholders, each continuing non-employee director was eligible to receive an annual option grant to
purchase up to 4,250 shares of our common stock and an annual grant of 2,550 RSUs, each of which would vest in full upon the earlier of (1) our
subsequent annual meeting of stockholders and (2) the first anniversary of the date of grant, subject to the holder’s continued service to us through such
vesting date. All of the foregoing options and RSUs are granted at fair market value as of the date of grant.

In 2021, upon recommendation of the Compensation Committee, the Board approved transitioning the non-employee director equity award program from
targeting a fixed number of shares to a target dollar value, with such value between the 50th and 75th percentile as compared to the peer group in 2021.

Dr. Kakkis, our President and Chief Executive Officer, receives no compensation for his service as a director.
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The following table shows the compensation earned in fiscal 2020 by our non-employee directors.

Fees Earned in Stock Option

Fiscal 2020 Awards® Awards@ Total
Name $) ($) ($) (%)
Daniel G. Welch 95,000 195,279 170,774 461,053
William Aliski 75,000 195,279 170,774 441,053
Deborah Dunsire, M.D. 57,000 195,279 170,774 423,053
Lars Ekman, M.D., Ph.D. 64,000 195,279 170,774 430,053
Matthew K. Fust 77,500 195,279 170,774 443,553
Michael Narachi 75,000 195,279 170,774 441,053
Clay B. Siegall, Ph.D.® 60,000 195,279 170,774 426,053
Shehnaaz Suliman, M.D. 64,500 195,279 170,774 430,553

(1) The amounts reported in this column for a fiscal year represent the grant date fair value of the RSUs granted to our non-employee directors during the fiscal year, as
computed in accordance with ASC Topic 718, not including any estimates of forfeitures. The assumptions used in calculating the grant date fair value of the RSUs reported
in this column are set forth in the notes to our financial statements included in our Annual Report. The amounts reported in this column reflect the accounting cost for these
RSUs, and do not correspond to the actual economic value that may be received by the non-employee directors from the RSUs. As of December 31, 2020, our non-
employee directors had the following outstanding RSUs: Mr. Welch — 2,550; Mr. Aliski — 2,550; Dr. Dunsire — 2,550; Dr. Ekman - 2,550; Mr. Fust - 2,550; Mr. Narachi —
2,550; Dr. Siegall — 2,550; and Dr. Suliman — 2,550.

(2) The amounts reported in this column represent the grant date fair value of the stock options granted to our non-employee directors during fiscal 2019, as computed in
accordance with ASC Topic 718, not including any estimates of forfeitures. The assumptions used in calculating the grant date fair value of the stock options reported in this
column are set forth in the notes to our financial statements included in our Annual Report. The amounts reported in this column reflect the accounting cost for these stock
options, and do not correspond to the actual economic value that may be received by the non-employee directors from the options. As of December 31, 2020, our non-
employee directors had the following outstanding options: Mr. Welch — 46,750; Mr. Aliski — 24,250; Dr. Dunsire — 33,000; Dr. Ekman — 36,750; Mr. Fust — 36,750; Mr.
Narachi — 46,750; Dr. Siegall — 29,250; and Dr. Suliman — 29,250.

(3) Dr. Siegall is not standing for reelection and his service as a director will end as of the Annual Meeting.

We are required by SEC rules adopted under the Dodd-Frank Act to disclose the ratio of our median employee’s annual total compensation to the annual
total compensation of our principal executive officer. This disclosure provides a measure of the equitability of pay within our company. We believe our
compensation philosophy and process yield an equitable result for all of our employees. For 2020, the annual total compensation for Dr. Emil Kakkis, our
Chief Executive Officer and President, was $5,144,220 and for our median employee was $285,082, resulting in a pay ratio of 18:1.

In accordance with Item 402(u) of Regulation S-K, we identified the median employee by (i) aggregating for each applicable employee (A) base salary for
2020 on the calculation date, (B) the target bonus for 2020, and (C) the accounting value of any equity awards granted during 2020, and (ii) ranking this
annual compensation measure for our employees from lowest to highest. This calculation encompasses individuals, excluding our CEO, employed by us on
October 1, 2020, whether employed on a full-time, part-time, or seasonal basis. For any permanent employees who were only employed for part of the 2020
fiscal year, we annualized their compensation to present a more accurate representation of their comparative annual compensation. On October 1, 2020, we
had 863 employees. The total compensation of our identified median employee using the same methodology we use for our named executive officers as set
forth in the Summary Compensation Table.

The SEC's rules for identifying the median employee and calculating the pay ratio based on that employee’s annual total compensation allow companies to
adopt a variety of methodologies, to apply certain exclusions, and to make reasonable estimates and assumptions that reflect their employee populations
and compensation practices. As a result, the pay ratio reported by other companies may not be comparable to the pay ratio reported above, as other
companies have different employee populations and compensation practices and may utilize different methodologies,exclusions,estimates and assumptions
in calculating their own pay ratios.
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Questions and Answers About these Proxy Materials and Voting

Pursuant to rules adopted by the SEC, we have elected to provide access to our proxy materials over the Internet. Accordingly, we are sending an Important
Notice Regarding the Availability of Proxy Materials (the Notice of Internet Availability) to our stockholders of record. All stockholders will have the ability to
access the proxy materials on the website referred to in the Notice of Internet Availability free of charge or request to receive a printed set of the proxy
materials for the Annual Meeting. Instructions on how to access the proxy materials over the Internet or to request a printed copy may be found in the Notice
of Internet Availability.

We intend to mail the Notice of Internet Availability on or about April 29, 2021 to all stockholders of record entitled to vote at the Annual Meeting. We expect
that this Proxy Statement and the other proxy materials will be available to stockholders on or about April 29, 2021.

If you receive more than more than one Notice of Internet Availability, your shares may be registered in more than one name or are registered in different
accounts. Please follow the voting instructions on each Notice of Internet Availability to ensure that all of your shares are voted.

The Annual Meeting will be held on June 24, 2021, at 8:00 a.m. Pacific Time virtually via the Internet at www.virtualshareholdermeeting.com/RARE2021. We
conduct the Annual Meeting virtually via the Internet to facilitate stockholder attendance and participation and have done so every year since our initial public
offering. The virtual format for the Annual Meeting enhances stockholder access by allowing our stockholders to participate fully, and equally, from any
location around the world at no cost. Taking advantage of this virtual approach reduces our expenses and eliminates the time we would otherwise spend
managing the various aspects of holding a physical meeting. We believe the virtual format is the right choice for us, not only because it brings cost savings to
us and our stockholders,but because it increases our ability to engage with all stockholders, regardless of size, resources, or physical location. In addition, a
virtual annual meeting, rather than an in-person meeting, is especially appropriate this year, in light of the ongoing COVID-19 pandemic and the necessity to
protect the health and safety of our stockholders, directors, officers, employees, and other stakeholders.

We are aware of concerns that virtual meetings may diminish stockholder voice or reduce accountability and are taking steps to address these concerns. For
example, our virtual meeting format enhances, rather than constrains, stockholder access, participation, and communication because the online format
allows stockholders to communicate with us during the Annual Meeting so they can ask questions of our Board, management, and a representative from our
independent registered public accounting firm. During the live Q&A session, we will answer questions as they come in, as time permits,and in accordance
with the meeting rules of conduct that will be available at the virtual meeting website. We are committed to publishing and answering each question received
following the Annual Meeting. Although the live webcast is available only to stockholders of the Record Date at the time of the Annual Meeting, the webcast
of the Annual Meeting will be archived for the public for one year after the date of the Annual Meeting at www.virtualshareholdermeeting.com/RARE2021.

Our annual meetings are only one aspect of our stockholder outreach program, which is a year-long effort by our management to engage with our
stockholders in a continuous and meaningful way. Our stockholders can raise questions or concerns regarding the Company at any time by calling our
Investor Relations department at (844) 280-7681 or contacting our Board by following the process described under “Corporate Governance—Stockholder
Communications.

To participate in the Annual Meeting, you must access the meeting website above, enter the control number found on your Notice of Internet Availability,
proxy card or voting instruction form, and follow the instructions on the website. The meeting webcast will begin promptly at 8:00 a.m. Pacific Time. Online
check-in will begin approximately 15 minutes before then and we encourage you to allow ample time for check-in procedures. If you experience technical
difficulties accessing the virtual meeting, please contact technical support at the numbers listed on the virtual meeting website.
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At the Annual Meeting, you will be asked to consider and vote upon:

The election of the two directors named in the Proxy Statement as Class |l directors;

The ratification of the selection of Ernst & Young LLP as our independent registered public accounting firm for the fiscal year ending December 31,
2021; and

An advisory (non-binding) resolution to approve the compensation of our named executive officers.

The Board of Directors is not aware of any other matter that will be presented for consideration at the Annual Meeting. If any other matters are properly
brought before the Annual Meeting, the persons named in the accompanying proxy will vote on those matters in accordance with their best judgment.

The Board of Directors recommends that you vote your shares:

“FOR?” the election of each of the Class Il director nominees;

“FOR?” the ratification selection of Ernst & Young LLP as our independent registered public accounting firm for the fiscal year ending December 31, 2021,
and

“FOR” the approval, on an advisory basis, the compensation of our named executive officers.

Each share of common stock is entitled to one vote on all matters to be voted upon at the Annual Meeting. Holders of common stock do not have the right to
cumulate votes in the election of directors.

The Board of Directors has fixed the record date for the Annual Meeting as of the close of business on April 26, 2021.

A quorum of stockholders is necessary to hold a valid stockholder meeting. A quorum will be present if stockholders holding at least a majority of the
outstanding shares entitled to vote are present in person or represented by proxy at the Annual Meeting. On the Record Date, there were 67,474,643 shares
outstanding and entitled to vote. Thus, the holders of at least 33,737,322 shares must be present in person or represented by proxy at the Annual Meeting to
have a quorum.

Your shares will be counted towards the quorum only if you submit a valid proxy by mail, over the phone or through the Internet (or one is submitted on your
behalf by your broker, bank or other nominee) or if you attend the Annual Meeting. Abstentions and broker non-votes will be counted towards the quorum
requirement. If there is no quorum, then the holders entitled to vote thereat, present at the Annual Meeting in person or represented by proxy, by a majority
of the votes cast, may adjourn the meeting to another date.
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With regard to Proposal No. 1, the election of directors, you may vote “For” all the nominees to the Board or you may “Withhold” your vote for all the
nominees or any individual nominee you specify. With regard to each of the other proposals to be voted on, you may vote “For” or “Against” or abstain from
voting.

The procedures for voting depend on whether your shares are registered in your name or are held by a bank, broker or other nominee:
Registered Holders: Shares Registered in Your Name

If you are a stockholder of record, you may vote at the Annual Meeting, which will be held virtually via the Internet, vote by proxy over the telephone, vote by
proxy through the Internet, or vote by proxy using a proxy card that you may request or that we may elect to deliver at a later time. Whether or not you plan
to attend the Annual Meeting, we urge you to vote by proxy to ensure your vote is counted. You may still attend the Annual Meeting and vote online even if
you have already voted by proxy.

To vote through the Internet, go to www.proxyvote.com until 11:59 p.m. Eastern Time the day before the Annual Meeting

If you have received a paper copy of the proxy materials, vote over the telephone by calling 1-800-690-6903 until 11:59 p.m. Eastern Time the day before
the Annual Meeting or by returning an executed proxy card (that we must receive before the Annual Meeting).

Registered holders who attend the Annual Meeting may also vote during the Annual Meeting by going to www.virtualshareholdermeeting.com/RARE2021
and following the instructions regarding voting.

Beneficial Holders: Shares Registered in Name of Broker, Bank or Other Nominee

Persons who hold shares of Ultragenyx common stock indirectly on the Record Date through a brokerage firm, bank or other financial institution (beneficial
holders) may vote before the Annual Meeting as follows:

In accordance with the voting instructions provided by the institution that holds their shares, which may provide for voting over the telephone or through
the Internet, or

By returning a voting instruction form provided to them by the institution that holds their shares, in order to have their shares voted on their behalf.

Beneficial holders who attend the Annual Meeting may also vote during the Annual Meeting by going to www. virtualshareholdermeeting.com/RARE2021
and following the instructions regarding voting.

If you are a stockholder of record and return a signed and dated proxy card or otherwise vote without marking voting selections, your shares will be voted, as
applicable, “FOR” the election of both nominees for director, “FOR” the ratification of Ernst & Young LLP as the Company’s independent registered public
accounting firm and “FOR” the advisory approval of the compensation of our named executive officers. If any other matter is properly presented at the
Annual Meeting, your proxy holder (one of the individuals named on your proxy card) will vote your shares using his or her best judgment.

If you are a stockholder of record and do not provide a proxy, you must attend the annual meeting in order to vote. If you hold shares through an account
with a bank or broker, your shares may be voted by the bank or broker if you do not provide voting instructions. Banks and brokers have the authority under
applicable rules to vote shares on “routine matters” for which their customers do not provide voting instructions. The ratification of Ernst & Young LLP as our
independent registered public accounting firm (Proposal No. 2) is the only item on the agenda for the Annual Meeting that is considered a routine matter.
Each of the other proposals are not considered routine, and banks and brokers cannot vote shares without instruction on those matters. Shares that banks
and brokers are not authorized to vote on those matters are counted as “broker non-votes” and will have no effect on the results of those votes.

Proposal No. 1 — Election of directors

Directors are elected by a plurality of the votes cast, with the two nominees obtaining the greatest number of affirmative votes being elected as directors.
Broker non-votes and shares as to which a stockholder withholds voting authority are not considered votes cast and therefore will have no effect on the vote
outcome. As described above under “Proposal No. 1 — Election of Class Il Directors” any nominee for director who receives a greater number of “withhold”
votes for his or her election than votes “for” his or her election must promptly tender his or her resignation to the Board following certification of the election
results.
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Proposal No. 2 — Ratification of selection of independent registered public accounting firm

This proposal must be approved by a majority of the votes cast on the proposal (meaning the number of shares voted “for” this proposal must exceed the
number of shares voted “against” such proposal). As a result, abstentions and broker non-votes will have no effect on the vote outcome.

Proposal No. 3 — Advisory (hon-binding) vote to approve the compensation of our named executive officers

This advisory proposal must be approved by a majority of the votes cast on the proposal (meaning the number of shares voted “for” this proposal must
exceed the number of shares voted “against” such proposal). As a result, abstentions and broker non-votes will have no effect on the vote outcome.

Yes. If you are the registered holder of your shares, you may change or revoke a delivered proxy by:

executing and returning a new, later-dated proxy card by mail, or submitting a new vote via telephone or through the Internet, as instructed above in
advance of the applicable deadline;

delivering a written revocation to the corporate Secretary before the Annual Meeting; or
voting at the Annual Meeting. Simply attending the Annual Meeting will not, by itself, revoke or change your proxy.

If you hold your shares beneficially through a brokerage firm, bank or other financial institution, you should contact your brokerage firm, bank or other
financial institution for information on how to change or revoke your proxy.

We will pay all of the costs of soliciting proxies. We will provide copies of our proxy materials to brokerage firms, fiduciaries, and custodians for forwarding to
beneficial owners who request printed copies of these materials and will reimburse these persons for their costs of forwarding these materials. Our directors,
officers, and employees may also solicit proxies by telephone, facsimile, or personal solicitation; however, we will not pay these individuals additional
compensation for any of these services.

Stockholders wishing to present proposals for inclusion in our proxy statement for the 2022 Annual Meeting pursuant to Rule 14a-8 of the Exchange Act
must submit their proposals so that they are received by us at our principal executive offices no later than December 30, 2021. However, if our 2021 Annual
Meeting is not held between May 25, 2022 and July 24, 2022, then the deadline will be a reasonable time prior to the time that we begin to print and mail our
proxy materials.

Proposals for inclusion in our proxy statement for the 2022 Annual Meeting should be sent to the Company’s Secretary at 60 Leveroni Court, Novato,
California 94949.

With respect to proposals and nominations other than those to be included in our proxy statement pursuant to Rule 14a-8, our bylaws provide that
stockholders who intend to present a stockholder proposal or director nomination at the 2022 annual meeting must deliver written notice of the proposal or
nomination to our corporate Secretary between 90 and 120 days prior to the one-year anniversary date of the 2021 annual meeting (that is, between
February 24, 2022 and March 26, 2022). If the 2022 annual meeting date is advanced by more than 30 days before or delayed by more than 60 days after
the anniversary date of the 2021 annual meeting, then such notice must be received on or before 10 days after the day on which the date of the 2022 annual
meeting is first disclosed in a public announcement. Notice of any such stockholder proposals and director nominations must satisfy the requirements set
forth in our bylaws. Proposals not meeting the requirements set forth in our bylaws will not be entertained at the Annual Meeting. All notices of proposals or
nominations, as applicable, must be addressed to our corporate Secretary at 60 Leveroni Court, Novato, California 94949.

Preliminary voting results will be announced at the Annual Meeting. In addition, final voting results will be published in a current report on Form 8-K that we
expect to file with the SEC within four business days after the Annual Meeting. If final voting results are not available to us in time to file a Form 8-K with the
SEC within four business days after the Annual Meeting, we intend to file a Form 8-K to publish the preliminary results within four business days after the
Annual Meeting and file an amended Form 8-K to publish the final results within four business days after the final results are known to us.
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We know of no other matters to be submitted to a vote of stockholders at the Annual Meeting. If any other matter is properly brought before the Annual
Meeting or any adjournment thereof, it is the intention of the persons named in the enclosed proxy to vote the shares they represent in accordance with their
judgment. In order for any stockholder to nominate a candidate or to submit a proposal for other business to be acted upon at a given annual meeting, he or
she must provide timely written notice to our corporate Secretary in the form prescribed by our bylaws, as described above.

Certain of the statements made in this Proxy Statement are forward looking such as amongst others, statements related to our expectations and projections
regarding our future operating results and financial performance, anticipated cost or expense reductions, the timing, progress and plans for our clinical
programs and clinical studies, future regulatory interactions, goals and other statements regarding our ESG activities, and the components and timing of
regulatory submissions. Such forward-looking statements involve substantial risks and uncertainties that could cause our clinical development programs,
collaboration with third parties, future results, performance or achievements to differ significantly from those expressed or implied by the forward-looking
statements. Such risks and uncertainties include, among others, the effects from the COVID-19 pandemic on the company’s clinical activities, business and
operating results, risks related to reliance on third party partners to conduct certain activities on the company’s behalf, uncertainty and potential delays
related to clinical drug development, smaller than anticipated market opportunities for the company’s products and product candidates, manufacturing risks,
competition from other therapies or products, and other matters that could affect sufficiency of existing cash, cash equivalents and short-term investments to
fund operations, the company’s future operating results and financial performance, the timing of clinical trial activities and reporting results from same, and
the availability or commercial potential of Ultragenyx’s products and drug candidates. Ultragenyx undertakes no obligation to update or revise any forward-
looking statements. For a further description of the risks and uncertainties that could cause actual results to differ from those expressed in these forward-
looking statements, as well as risks relating to the business of Ultragenyx in general, see our Annual Report on Form 10-K filed with the Securities and
Exchange Commission on February 12, 2021, and our subsequent annual and periodic reports filed with the Securities and Exchange Commission.

Our annual report to stockholders for the fiscal year ended December 31, 2020, including audited financial statements, accompanies this Proxy
Statement. Copies of our Annual Report and the exhibits thereto are available from us without charge upon written request of a stockholder to
our investor relations department at 60 Leveroni Court, Novato, California 94949. Copies of these materials are also available online through the SEC
at www.sec.gov. We may satisfy SEC rules regarding delivery of proxy materials, including the proxy statement and annual report or Notice of Internet
Availability, as applicable, by delivering a single proxy statement and annual report or a single Notice of Internet Availability, as applicable, to an address
shared by two or more of our stockholders. This delivery method can result in meaningful cost savings for us. In order to take advantage of this opportunity,
we may deliver only one proxy statement and annual report or one Notice of Internet Availability, as applicable, to multiple stockholders who share an
address, unless contrary instructions are received from one or more stockholders at that address prior to the mailing date. We undertake to deliver promptly
upon written or oral request a separate copy of the proxy statement and annual report or Notice of Internet Availability,as applicable, to a stockholder at a
shared address to which a single copy of these materials was delivered. If you hold stock as a registered holder and prefer to receive separate copies of
these materials either now or in the future, please contact our investor relations department at 60 Leveroni Court, Novato, California 94949 or by telephone
at (415) 475-6876. Similarly, if you share an address with another stockholder and have received multiple copies of our proxy statement and annual report or
Notice of Internet Availability, you may write or call us at the address and phone number above to request delivery of a single copy of these materials in the
future. If your stock is held through a brokerage firm, bank or other financial institution and you prefer to receive separate copies of our proxy statement and
annual report or Notice of Internet Availability, as applicable, either now or in the future, please contact your brokerage firm, bank or other financial institution.

EACH STOCKHOLDER IS URGED TO VOTE VIA THE INTERNET AS INSTRUCTED IN THE NOTICE OF INTERNET AVAILABILITY OR, IF YOU
REQUESTED AND RECEIVED A PRINTED COPY OF THE PROXY STATEMENT, BY COMPLETING, DATING, SIGNING AND RETURNING THE
ENCLOSED PROXY CARD USING THE ENCLOSED RETURN ENVELOPE, AS PROMPTLY AS POSSIBLE SO THAT YOUR SHARES MAY BE
REPRESENTED AT THE ANNUAL MEETING.

ULTRAGENYX PHARMACEUTICAL INC. - 2021 Proxy Statement 57



Back to Contents

ultragenyx

pharmocautical

60 Leveroni Court
MNowvato, California 94949

hitpswwraltrageny. coms




Back to Contents

VOTE BY INTERMET

UITrOgeny \ Befova The hasting - G0 10 WWW, RROXYYOTe,com

phormaceutical Lk the Inbernet 1o Transmil your voling instructions and Tar electronic delivery
of mfarmation up until 11:59 P.M. Eastern Time the day before the mesting
date. Have your prosy card o hand when you access the web gte and follow
tha instructions to cbiain your records and to create an eactronic voting
instruction fomm.

Dunng The Mestg - Go o v virualshareboldermeeting, com/RARE2021
You may attend the mesting via the Imtammet and vote during the rmeating. Haee

tha information that is printed in the box marked by tha arroee available and
Folome thir instructions.

LIRS ERE PHLANTIAST FLITTAL W
&0 LIV COLRT
CAATID: T, BaBdE

VWOTE BY PHOMNE - 1-800-690-63903
Le any touch-tone telephone to transmit your vating instructions up until
1154 P.M. Eastern Time the day before the meating date. Hawe your progy card

im hard wiien you call and than Talkwes Th instructions,

VOTE BY MAIL

hark, sign and date your proxgy card and retum it in the postage-paid
eryalopa we have provided or retum it 12 Yote Processing, oo Broadridge,
51 Mercedes Way, Edgeweond, NY 11717,

TOWOTE, MARK BLOCKS BELOAW IK BLUE OR BLACK INE A5 FOLLOAWS:
DEIZAZ-FEINLG

THIS PROXY CARD |5 VALID ONLY WHEN SIGNED AND DATED, BETACH: AN RETLRNITHE PORTICK: ORI

-

KEEF THIS FORTIOM FOR ¥OUR RECORDS

ULTRAGENYX PHARMACEUTICAL INC,
Company Proposals

The Board of irectors recommends that you vata FOR the
alection of the two nomineas for dirmctor named below:

Nominees: For Withhald

1a. Deborah Dunsire, M.D. a ]

1b. Michael Marachi 0 ]
The Board of Directors recommends you vote FOR proposals 2 and 3: For Against Abstain
2 Ratilication of the salection of Ernst & Young LLP a5 our independent registered public accounting firrm for the fiscal wear ending December 31, 2021, [:| D E|
3. Advisory (non-oinding) vobe 1o approve the compensation of our namesd esecutive officers [:l D l:l

Please sign axacty as your name(s) sppeans) bareon. When signing as attorray, axecutor,
adminslralon, o olher liduciary, please give Tull itle as sach, Joml cemers shoukd each sgn
parsonally, All hokders must sign. 11 a coparation or partrership, please sign o full carporata
o partnershg name by authorzed officer.

Signature [FLEASE SIGHN WITHIN RO Drata Sigrature {laint Dwrdrs) Date




Back to Contents

Important MNotice Regarding the Availability of Proxy Materials for the Annual Meeting:
The Motice and Proxy Statement and Annual Report an Form 10-K for the year ended December 31, 2020
are available at www proxyvote com.

D52 2d-PS3045

ULTRAGENYX PHARMACEUTICAL INC.
Annual Meeting of Stockholders
June 24, 2021 8:00 a.m., Pacific Time

This proxy is solicited by the Board of Directors of Ultragenyx Pharmaceutical Inc.

The stockholder(s) hereby appointis) Emil D. Kakkis, M.D., Ph.D. and Karah Parschauer, or either of them, as proxies, each
with the power to appoint his or her substitute, and hereby authorize(s) them to represent and to vote, as designated on the
reverse side of this ballot, all of the shares of Commaon Stock of Ultragenyx Pharmaceutical Inc. that the stockholder(s) isfare
entitled to vote at the 2021 Annual Meeting of Stockholders to be held at §:00 a.m., Pacific Time, on June 24, 2021, and at any
adjournment or postpanement thereot

This proxy, when properly executed, will be voted in the manner directed herein. If the proxy is properly executed
and delivered, but no such direction is made, this praxy will be voted in accordance with the Board of Directors'
recommendations and in the discretion of the proxy holders on all other matters that may come before the
meeting or any adjournment or postponement thereof (including, if applicable, for the election of a person to the
Board of Directors if any nominee named in Proposal No. 1 becomes unavailable for election at the Annual Meeting).

Continued and to be signed on reverse side




