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Dear Supporters:

This past year has been a year of change and challenge, yet there is
hope on the horizon. On behalf of the Board of Directors, staff,
volunteers, and those we serve, | am pleased to present the Annual
Report for 2010.

We have given help and hope to hundreds of individuals and families
who have been affected by Batten disease. Those affected are the
reason we exist. The daily struggles of families in crisis motivate us to
continue providing information, support and funding researchers who are
our hope for effective treatments, and ultimately, a cure.

Until a cure is found, awareness and education remain a critical part of
our mission. Thank you for your continued support which enables us to
battle against this disease for the children today, and tomorrow.

Warmest Regards,

Lance W. Johnston
Executive Director
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Scientific Advisory Board
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University of Alabama
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Mark Sands, PhD
Washington University in St. Louis

David Sleat, PhD
Center for Advanced Biomedical Research
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History of BDSRA

Mission Statement:  to be an international support and research networking organization
for families of children and young adults with an inherited neurological degenerative
disorder known as Batten disease.

Our mission has changed little since the
organi z at iooin 187, ais wecaee still here
for the hundreds of families whose children have, or
had, this devastating genetic disease hamed Batten
disease.
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A LIGHT IN A WORLD OF DARKNESS

As the financial report enclosed shows, we can
only accomplish what we do because of our
donors. Thank you for your partnership as we
continue with our mission to ensure that there is
hope and help for the families of tomorrow who will
be fighting this disease.

We are committed to raising the bar in
fostering and funding research and offering
unparalleled support for families as their
stories are our inspiration. Additionally, to
honor our donoro6s int
operate a very lean and efficient

organization and are proud to state that only
12.5% of our income is allocated to
administrative and fundraising expenses.
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Fact Sheet

More than 200 families in 20 countries were supported with services this past year.
BDSRA is the largest private source of funds for international research on Batten disease.

42chi l dren died of Batten disease | ast ye:

1 BDSRA was formed in 1987, by parents of three children with Batten disease in an effort to
provide support for parents, provide education about the disease, and act as a national
registry for NCL researchers around the world.

1 BDSRA is the only family support organization in the United States, Canada, New Zealand,
Australia, Spain, South America and South Africa which is specific to Batten disease.

1 BDSRA maintains a comprehensive clinical database of children and their families living with
Batten disease. More than 1,200 families are currently registered.

{ Batten disease is a rare disease, occurring in an estimated 2 to 4 of every 100,000
births in the United States. There are currently 10 identified types of NCL / Batten disease.

1 70 new families were supported in 2009 and over 120 families worldwide received
program information and services.

1 BDSRA is the largest private source of funds for international research on Batten disease
providing over $550,000 last year in research awards and clinical trial funds.

1 BDSRA directs over 89% of each dollar toward programs and services to
directly support families.

1 Nearly 49% of BDSRA revenue is derived from private donations.
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Family Programs

Our goal is to advocate for the children affected by this disease, and connect parents and
caregivers with the information and support they need.

AOur Parent Mentor Program partners new families with an experienced family walking the
same path as you are.

Mour Sibling Support Program gives non-affected children an outlet and resource to
discuss their own feelings, fears, and concerns about the disease. There is also a Sibling
Carrier Testing program which assists siblings without insurance by paying for testing.

AOur Grandparent Support Program is a unique program run by grandparents themselves
that provides information and networking as they face their own circumstances with Batten
disease.

AOur Education Support Program uses special education teachers to provide information
to educators and schools about Batten disease and make recommendations of how to best
help the child.

Ahe Equipment Exchange Program allows families to honorchil dr ends | i ve s
equi pment that helped their childrenoand,

Arhe Tissue Donation Program is operated in conjunction with the Human Brain and
Spinal Fluid Resource Center and makes it possible forfamilies t o donate t h
and other tissues for research into Batten disease.

AOur Bereavement Outreach Program assists families to work through the grieving
process when their child has died from Batten disease.
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Support Services

What a family needs today, may be very different tomorrow. Our support is available for
whatever is needed at any time.

AOur 800 Toll Free Hotline is available to families, medical professionals and others who
are seeking assistance, information and support.

A20 Regional Chapters in the U.S., Canada, Australia, South Africa, South American and
Spain provide a more localized support network.

AA Family Directory provides names and information about families for families who wish
to network.

AThe BDSRA website www.bdsra.org connects families around the world instantaneously.

AThe Annual Family Conference is the cornerstone of our programs. It brings together
families from around the world along with doctors and scientists to meet, learn, and share
experiences and knowledge.

AThe Illuminator is our quarterly newsletter and a place to share tips, trials and insights, as
well as information on fundraisers around the country.

AResource Publications are available at no cost on a variety of medical topics, education,
fundraising and general information about the disease.

2011 Annual Conference

Conference

BATTEN Recent Bulletins
DISEASE

MSHAnEE OHSU Doernbecher Named Center
T — of Excellence

Development of a Carrier
Screening Test

Family Effects - Shawna Rhodes

MISSION: “TO BE AN INTERNATIONAL SUPPORT AND RESEARCH NETWORKING ORGANIZATION FOR Run For Research 2011
FAMILIES OF CHILDREN AND YOUNG ADULTS WITH AN INHERITED NEUROLOGICAL DEGENERATIVE

DISEASE KNOWN AS BATTEN DISEASE " Moot Noah

The Batten Disease Support and Research Association (BDSRA) began in 1987 by 2 group of pareats Coma mf
looking for strength and support in a disease that only gives fear and uncertainty to those it affects. Our Ldd -
organization focuses on three things: 2011 Journey ¥

1. Providing information
2. Supportng famsbes Holp Fund Research
3. Promoting research efforts

We are the only family support organization in the United States, Canada, New Zealand, Australia,
South Africa, s wel as other nations, which is specific to Batten Disease. Donate Now




2009-2010

Research Grants, Is There A Cure?

We provided more than $136,000 i n funding to researchers in 2009 .

2009

Shannon L. Macauley
Post Doctoral Fellowship (Mark Sands, PhD) | Washington University in St. Louis
Activated Astrocytes as Therapeutic Targets in INCL | $30,000.00

Su Xu

Predoctoral Studentship (Peter Lobel, PhD) | Center for Advanced Medicine &
Biotechnology/ Rutgers University

Intrathecal Enzyme Replacement Therapy for LINCL | $31,500.00

Sandra Hofmann, MD, PhD
University of Texas S.W.
Enzyme Replacement Therapy for Palmitoyl Protein Thioesterase Deficiency | $60,000.00

Anil B. Mukherjee, MD, PhD

NIH/NICHHD

The development of a treatment strategy for patients with INCL caused by PPT1 nonsense
mutations | $65,000.00

Martin Katz, PhD
University of Missouri
A Possible Canine Model for Infantile NCL Therapy Development | $37,326.00

Sunita Biswas, PhD
Post Doctoral Fellowship | Massachusetts General Hospital
Generation of human NCL iPS cells for study of NCL disease biology | $40,000.00

1/29/2010

Mark Sands, PhD

Washington University in St. Louis

Determining the efficacy of AAV5-mediated gene therapy and Cystagon for
INCL $9,792.00

Frederick Marshall, MD & Jonathan Mink, MD, PhD
Batten Disease Diagnostic and Clinical Research Center at the University of Rochester
Clinical trial of a drug for Juvenile BD | $400,000.00
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Juvenile Trial Fund

$400,000 raised for clinical trial

In July 2007, Batten Disease Support and Research Association began raising funds for a
drug trial for Juvenile Batten disease. We established a goal of $400,000 to be raised and
provided to researchers by February 1, 2010. The drug will hopefully reduce some of the

effects of the disorder.
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Category 1

m 5/1/2008 ($225,092)
= 4/30/2009 ($318,000)
= 2/1/2010 ($400,000)
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Hope Is On The Horizon

2009 Annual Family Conference .

The 2009 Conference was held in St Louis, MO. FUNDRAISING TOPS $393 ,000

This 3 1/2 day conference provides socialization for
our families and attendees, as well as important
information about research and trial updates,
education opportunities and a memorial service to
remember all the children we lost during the past 1) Mike & Diane Carbrey Z $51,000
year.

Individual Fundraising Awards

Research:

2) Eric & Christine Thelen Z 45,000
2010 Conference

Chicago, IL 3) Joni Spaulding/MN Chapter Z £30,000

July 29-31 ) _
Operations, programs and services:

2011 Conference
Minneapolis, MN
July 14-16

1) Charlie & Wanda Leffler/Debbie Lowther Z Z
$10,100

2) Lorie Williams Z £10,008

3) Joe & Kathy Allio Z €8,000
CAICH = =" Chapter combined:

A CURE v
BATTEN DISEASE 1) Australia Chapter Z £116,000

SUPPORT & RESEARCH ASSOCIATION

2) Southeast Chapter Z £52,000

3) Heart of America Chapter Z 51,000
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Fiscal Year 2010 Financials

BDSRA Revenue
FYE April 30, 2010

Other, 8.5%

Donations, 47.9%

®Donations
®Dues

= Grants
®Fundraising
u Other

Dues, 1.3%
Fundraising, 41.4% ues b

Grants, 0.9%

BDSRA Expenditures
Fiscal Year Ended April 30,2010

Administration, 5.3%

Programs and Services,
24.2%

Research, 64.2%

Fund Raising, 6.3%

= Administration

® Programs and Services
® Fund Raising

m Research
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Appreciation and Support

Every donation received helps make our programs and services better and available to those

who need them. Whether you are a newly diagnosed family or a promising researcher, we
are here for you.

Gifts to BDSRA are always welcome. In fact, they are vital for research and every program and
service described in this Annual Report. Whether in the form of a cash donation, appreciated
securities, a will, trust or charitable gift annuity, each contribution benefits our children.

Memorial and Honorary Gifts

A gift given in memory of a |l oved one is a &
Honorarygif t s can al so be given to recognize a s|
anniversary, graduation, or wedding. Appropriate cards are sent to the family acknowledging

your gift and thoughtfulness.

Bequests
Remembering BDSRA in your will ensures that the work you cared so much about in your
lifetime continues, even after your death.

Gifts of Appreciated Assets
Gifts of assets that have increased in value since their purchase, such as stocks, bonds, mutual
funds, and real estate, are particularly attractive under tax laws.

Life Insurance Gifts
A gift of life insurance is easy to make and allows you to give more than may be possible
otherwise.

Matching Gifts

Does your employer or your spouseds employer
you may be able to double or triple the amount of your gift to us just by sending in a signed form
with your donation.
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With Gratitude

As a small nonprofit organization, BDSRA relies on philanthropic support to advance its mission. Between May 1,
2009 and April 30, 2010 many donors made gifts large and small for which we are extremely grateful. Unfortunately,
due to space limitations, only donors of $250 or more are acknowledged here. We apologize if there are any
omissions or misspellings. Please alert us to any changes by calling the national office at 866-287-7233.

The Batten Disease Support and Research Association wishes to express its deepest gratitude to the following
members of the BDSRA family. Through the vision and leadership of these donors who have provided legacy gifts
and donations of $250 and up, BDSRA will be able to pursue the promise of research to contribute to a cure for
Batten disease.

Guardian Light Guild Advocates for Awareness

Donors who have left us in their estate plans $10,000 to $24,999

*Denotes deceased Bruce Bell

Lars and Leilani Anderson Canadian Chapter BDSRA

Gladsia Bland* Fraternal Police Officer Association, Vacaville, CA
Lance and Elaine Johnston Melissa Froio Foundation

Cecelia Martin* Nor Cal Chapter BDSRA

Diane Plasko Southeast Chapter BDSRA

Barbara Tegen* . The Pincus Family Fund

Dol ores Toomeyo The Wooden Nickel Foundation

The University of Rochester
Keepers of Hopes & Dreams

$25,000+ Caring Hands

Garrettbds Wings $5,000 to $9,999

Haydends Batten Diseas Noahoés Hope Foundati on
Metro NY/NJ Chapter BDSRA Mr. and Mrs. Gene Emanual

Jerry and Kim Pederson Emmads Hugs

Woodruff Supply Company Gilles Pichette

Philip and Katherine Sproger
Vacaville Police Officers Association

Circle of Friends - $1,000 to $4,999

Alabama Chapter BDSRA Scott and Nancy Lowden William and Patricia Shell

Andrew Smith Memorial Fund Mastronardi Estate Winery Shumaker Family Foundation
Anonymous Maugansville Ruritan Club St. Peters Serbian Orthodox Church
Belmark Joel and Christine Maynard Stellar Solutions Foundation
James and Jennifer Betz Mendota Twp. High School Robert MerkleJune and Jennifer
Candy Brown Midwest Chapter BDSRA Thiebert

Michael Caulfield and Lori Schaller Joseph M. Mikrut John and Mary Turner
Chaminade College Preparatory Murill ods Mont e ViTydtoElectronics

Bernadette Demoura Northland Anesthesiology Steven and Kathy Van Spankeren
Dennis and Sharon Depoi NOVEC Tracy and Jennifer VanHoutan
Justin and Jennifer Dooley Ohio Chapter BDSRA Cynthia Wadsworth

Craig and Linda Dutton Gary and Carolyn Parrett Wal-Mart Foundation

Eric and Lisa Faret Pfizer, Inc. Mrs. and Mrs. K. Zacek

Gateway Canyons, LLC Warren and Brenda Pfohl

Geoffry and Nanette Habershaw Dr. Richard Ratz & Dr. Jane Emanuel

Heart of America Chapter BDSRA  Roebucks Elks Lodge
Irving Elks Lodge #2334
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With Gratitude

A-1 Servomotor Repair

Charles and Jacki Abookire
Jeana Adams

Royer and Heather Allman
Alpha Chi of Alpha Delta Kappa
Brian and Karen Anderson
Angel Tile & Marble
Anonymous

Apple Corps LP

B.P.O.E. Elks Lodge #229
John and Juanita Barnes

John and Alice Benson

Tim and MaryAlice Blake
Frederick Brosio

Michael Brown

Dale and Maria Bryant

Ann Caldwell

Nicholas and Susan Calvert
Cardthartic, LLC

Jack and Margaret Caveney
Centa Corporation

John Chesney

Nicholas and Carolyn Cifra
Susan Converse

Kenneth and Karen Copous
Crystal Lake Lions Club

CSX Good Government Fund
Curtis
Micah and Ginger Derr

Diageo North American Foundation

Doug and Linda Dixon

Edith Dockter

John Dragon

John and Catherine Dumphy

Lawrence Early and Jennifer Majeski

Erie Cycles, LLC

Dean and Kim Fair

Elna Faret

Tony and Katie Ferrandino
Florida Chapter BDSRA
Friends of the Chatham Library
Frontier Bank

Ant honyods

Supporters
$250 - $999

Douglas and Pam Fuller
GE Foundation
Rob and Chris Geer
Calos Gervaise
Lisa Gilbert Photography
Lorean Hall
Ruth Hardin
RB Hazard Family Foundation
Dawn Heinicke
Cynthia Holland
Home Appetit of Concord
Bruce and Christina Hoover
Larry and Vicki Hoover
Philip and Ann Hovis
Brent and Karen Humberson
Daniel and Nancy Hynie
Alain and Janie Isnard
Glenn and Irene Jercha
Keith and Alice Johnson
Nancy Kapper
Fran and Joan Knudsen
Elizabeth Kordt
Lara Kowalchik
Edward Kowalski
Larry and Jean Killen
Charles and Wanda Leffler
Robi Lipscomb

H Jeff and Amy Lombardi
Michelle Levy Mandella
Manilus Lions Club
Carl and Patricia McNair
Richard and Clare Meyer
William and Cynthia Milani
Minnesota Chapter BDSRA
Roger and Sheri Mitzel
Robert Mohrbacher
Bradley and Shary Moore
Jessica Montville
New England Chapter BDSRA
Marianne Nowacki
Kevin and Amy Peck
Kristen Phipps

Presbyterian Church of Bound Brook

David and Helen Ragland

Gary and Carolyn Ransick
Randall and Karen Rhyner
Doug Rickman

William and Deborah Robert
Dennis and Nancy Rosengarten
Richard and Adina Ryan
Sambébs Club
Mr. and Mrs. R. Saunders
Charles and Anita Scanlon
SC Schenck

Kent and Karla Schmidt
Brett Self and Tracy Reeves
Mr. and Mrs. H. Shell
Warren and Lois Shuros
Michael Smith

South Shore Artists Group
William Spivak

Madeline Stone

Phillip and Patricia Stubbs
Donald Swope

TCG Consulting, LLC

Julie Terry

The Purple Turtle

The Spade & Trowel Garden Club
James and Jeanne Thomas
Stephen and Bonnie Thompson
Jeff Van Spankeren

William and Gail Wechter

Wells Fargo Community Support
Campaign

Roger and Becky West

Winneshiek Co. Chapter of Thrivent

Financial for Lutherans

Dean Wyse and Cheryl Thompson

Casey and Faye Zaski
Ruth Zellmer
Todd and Kimberly Zellmer

Foundat



