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A Special Family: The Maynards
My Un-Sighted Guide
By Jaron Maynard (written in Fall 2010)

My name is Jaron Maynard and 
I’m a wet-behind-the-ears college 
graduate, who’s just getting started 
on trying to figure out this ‘real world’ 
that everybody’s been warning me 
about since about as far back as I can 

remember. Growing up, it was always: 
“Well, one day when you get to the 
real world…” and then somebody 
would have a life-lesson all loaded 
up and ready to fire at me with an 
explanation that there’s a world out 

facebook.com/bdsra twitter.com/bdsra

A great day in the park for brothers Ryan (right) and Jaron at Fox Run Park in 
Colorado Springs (Autumn 2004).

Continued on page 2
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A SPECIAL FAMILY (CONTINUED FROM PG 1)

there that will swallow me whole if I’m 
not careful. Now some of these stories 
or lessons have definitely come into 
play and they’ve helped prepare me 
to be responsible and have kept me 
focused. Recently in my life however, 
I’m finding more and more instances 
in which the person who never told 
me one of these ‘life-lessons’ was one 
of the people who prepared me and 
shaped me the most into the person 
that I am today.

I have a big brother and his name is 
Ryan Maynard. He is one of the most 
courageous, difficult, hard-working, 
frustrating, beautiful and absolutely 

stubborn human beings that I will 
probably ever know. Ryan is about 
15 months older than me; which he 
was quick to remind me of countless 
times throughout our childhood, but 
he and I have always been a team. 
Attached at the hip, Batman and Robin 
(he always let me be Batman), pitcher 
and catcher, leader and follower. He 
was always good about giving me a 
fair-shake and letting me take the lead 
on some of our baby-sitter tormenting 
techniques, but also very happy to 
remind me who the alpha-brother was 
in the family.

Out of all of the very clear memories 

that I have I can remember when Ryan 
was six years old, talking about things 
becoming blurry. He started to miss 
the ball a bit more when we played 
catch. He even missed the couch once 
when we were jumping around the 
family room, which led to a nasty crash 
and a broken love-seat that I took the 
heat for. You’re welcome Ryan. Over 
the course of that one year however, 
blurry sight became no sight and 
Ryan’s world completely changed. The 
doctors diagnosed his condition as 
retinitis-pigmentosa, but all it meant to 
Ryan and I was that playing catch and 
Batman would never be the same.

Hidden Blessings
By Chris Maynard (written in May 2011)

I am the mother of a wonderful young 
man [who turned] 26 years old this 
May. He began losing his vision at 
the age of five, he was living in total 
darkness by the age of seven. The 
unknown cause of his vision loss at 
the time has since been determined 
to be Juvenile Batten Disease. 
This is a devastating diagnosis to 
hear regarding someone you love, 
especially your child. But as in every 
situation, it is what action you choose 
in response to the information that can 
make a horrible situation one that can 
enrich your lives in ways you never 
imagined.

We were very fortunate to have 
caring, but direct doctors in the early 
years of Ryan’s disease. We know 
that their very honest advice and 
encouragement shaped the way 
that our family learned to grow with 
the disease rather than the disease 
shaping our growth. The statement 

that rings loudest in our heads from 
our Retinal Specialist was, “Do 
not ever tell Ryan that he can’t do 
something because he can’t see, 
figure out a way that he CAN.” When 
you read about Batten Disease you 
are left feeling helpless and hopeless 
but it is not a “Game Over” ticket. I 
am so grateful that we never stopped 
dreaming for our son and we never 
stopped encouraging his dreams from 
coming true.

Like so many rare diseases, no two 
cases of Batten or Late Infantile 
NCL will be exactly the same. The 
best information is a guide, but you 
truly have to take each day and 
its circumstances new. The child’s 
functional abilities and our strategies 
to assist them have to vary from day 
to day. Some days they can manage 
so much and other days they can’t find 
their words or walk without stumbling. 
Knowing when to encourage them to 

Continued on page 3

keep trying and when to allow them 
their rest is a constant balance, but 
when we allow them and ourselves 
to just live in the day and not worry 
about the week, it all becomes much 
more manageable and enjoyable for 
everyone.

I know that we are far more fortunate 
than most families touched by Batten. 
We have two healthy sons and Ryan 
has remained strong for far longer 
than many. There are no answers as 
to “Why”; we’ve done nothing special 
or tried any medical interventions, but 
I do know that we have continued to 
allow Ryan to live, we have done our 
best to not expend energy on things 
we cannot change. We laugh, we 
love and we look forward to how we 
can make today special in a world 
meaningful to him. Our entire family 
has learned so much about the true 
meaning of joy - it appears in Ryan’s 
eyes even when they cannot see.
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In a sense, Ryan was fortunate to lose 
his sight at a young age because he 
was still such a sponge for knowledge. 
He had to learn Braille, learn how to 
navigate in his dark new world and, 
essentially, he had to figure out if he 
was going to let this new obstacle slow 
him down at all. His answer was a 
resounding ‘No’ to that question, and 
though it was a difficult and frustrating 
process for him and my parents, he 
fought through his extra challenges 
and did everything he possibly could to 
be just like the other kids. Throughout 
this time, Ryan and I became even 
closer because it was my job in 
the family to be Ryan’s designated 
sighted-guide (or at least that’s how I 
saw it). I used to become very quietly 
jealous if he ever chose to walk with 
my mom, dad, or anyone else for that 
matter. Even more-so in life, we went 
everywhere together, but now I was 
always the leader, which didn’t always 
sit well with the big brother.

People still look at me like I’m a 
horrible person when I tell them about 
the fights that Ryan and I used to 
have. I would run around him in circles 
while punching him, which would 
definitely be a horrible thing to do if 
he were defenseless, but Ryan had 
no qualms with using his new metal 
cane as a weapon and when he found 
me with it, it definitely outweighed the 
strength of my punches at that age. 
We went through our own personal 
struggles as he dealt with the fact 
that in many ways he was reliant on 
me to take him places. There were 
times when he would irk me enough 
to leave him and let him find his own 
way home from school. I remember 
walking through the door a few 
times alone, explaining the story to 

my mom and letting her deal with 
the issue. Sometimes she would 
go down the street and bring him 
home, but if she thought he needed 
to learn a lesson she would let him 
walk all the way down to the end of 
the block before she sounded her 
patented ‘mom-whistle’ and asked 
him where he thought he was going, 
which was always very satisfying to 
me as I watched him trudge home 
embarrassed.

As we grew older, our younger brother 
Kody came into the picture and we 
shared the responsibility of leading 
Ryan. During this time, Ryan also 
grew increasingly confident about 
his ability to navigate his world in a 
number of ways. He amazed us with 
his relentless approach to life, and he 
made it a point to do everything that 
kids our age were doing. He went 
skiing, sang in the choir, played tee-
ball, collected baseball cards, swam 
on the swim-team and he was always 
happy to explore new places and 
take in a new atmosphere. Kody and 
I loved going on trips to the mall with 

Ryan when Mom took us along. Mom 
used it as navigating practice for Ryan 
in a busy and foreign place, which 
was sometimes pretty slow-going, but 
totally worth it when we got ice cream 
in the food court afterwards. Mom 
would run a few errands and leave us 
there for the real fun. I don’t know if it 
was the loss of his sight, but Ryan had 
uncanny hearing ability and he could 
give us the low-down on whatever 
anybody with in a 30-foot radius was 
whispering about. We were always 
happy to indulge this ability and I think 
we lost a little bit of innocence in the 
process, but Ryan was always proud 
to showcase his skills. While Kody 
and I grew and branched off to pursue 
our own interests (sports for me and 
theater for Kody), it would have been 
easy for Ryan to fall into the rut of 
feeling sorry for himself that he wasn’t 
able to do things exactly the same way 
that we were. On the contrary though, 
Ryan was at every single game or 
show that Kody and I were a part of, 
cheering for us all the way while my 
parents became expert play-by-play 
commentators and scene-narrators.

A SPECIAL FAMILY (CONTINUED FROM PG 2)

Continued on page 4
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A SPECIAL FAMILY (CONTINUED FROM PG 3)

Ryan’s true strength was showcased 
every time that he was able to be 
there in support of me or Kody and 
to be fully invested in his desire for 
us to do succeed instead of spending 
his time being bitter or taking on a 
pessimistic tone. We later learned that 
Ryan’s blindness was only a symptom 
of a larger condition called Battens 
Disease that has since affected and 
diminished his motor-skills and his 
ability to communicate. His blindness 
was the beginning of a long and 
hard-fought battle with a very rare 
and unfortunately terminal illness that 
did its best to discourage and destroy 
him. His toughness and stubbornness 
have basically flipped Batten ‘the bird’ 
year after year and he’s been with us 
far longer than any doctors ever gave 
his body or mind credit for. Ryan is 
now 25 years old and lives at home 
under the care of my parents Joel 
and Christine Maynard along with the 
watchful eye of his nurse Melinda who 
has been with us for over six years.

To this day, I have never heard Ryan 
complain about his lot in life or sulk 
about the things he thinks he might 
have missed out on. It was difficult 
for Kody and I to talk about or enjoy 
getting our drivers’ licenses or going 
to homecoming or prom knowing that 
Ryan was well aware of the fact that 
his disease was relegating him to 
his wheelchair. We sometimes made 
the mistake of feeling sorry for Ryan 
until he’d subtly nudge us forward by 
demanding a joy-ride or asking how 
hot our dates were. Over the years, it’s 
not like Ryan has resigned himself to 
sitting at home while this disease has 
been trying to tear him down. During 
my senior year, Ryan was my prom 
date and did a little womanizing of his 
own. He danced his signature dance 

move with as many girls as I could 
throw at him with a huge grin on his 
face the whole time. Even when his 
legs were too tired to keep him up, he 
was trying to get me to find ‘another 
cute one’ that he could sweep off 
their feet. I guess I can thank Ryan 
for forcing me to become comfortable 
talking to girls, because every time I 
brought one around him he was trying 
to swipe her from me.

Basically, all Ryan has ever wanted 
was to live the life of a ‘normal guy,’ 
but in the process he’s become a role-
model, hero, bad-ass and a personal 
guardian angel. I might sound like 
I’m over-hyping Ryan’s qualities 

or abilities, and by all means I am 
quite biased, but I also know that if 
you asked around the five different 
places that we’ve lived while growing 
up, I can guarantee that there would 
be hundreds of witnesses in each 
place that can attest to the impact 
that he has had on people through 
his strength, perseverance and love.  
Even at this point in life while he isn’t 
capable of words or much movement, 
he can move people by busting out 
one of his smiles.

So given all of this information, I’m 
guessing that if you’ve read this far 
into my brother’s story that you’re 

Continued on page 5

Jaron’s handprint tattoo honoring his older brother Ryan.
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A SPECIAL FAMILY (CONTINUED FROM PG 4)

wondering where this is going and 
what it’s all about. To be honest, at this 
point in life I wonder many of the same 
things. My big brother is nearing the 
end of his journey here on Earth and 
it’s becoming more and more difficult 
to coax one of those smiles or steal a 
word or a laugh. In this economy, while 
many people are frustrated with the 
shortage of jobs, I am quietly thankful 
for the fact that when I graduated 
from college, I couldn’t find a job and 
had to move back into the ‘parents’ 
basement’ with my tail between my 
legs. The silver lining was that I was 
able to live at home and spend time 
with my family and with Ryan for six 
more months before I ventured off 
on my own with an opportunity that 
I couldn’t pass up.  During this time, 
I truly saw details in Ryan’s and my 
family’s struggle that I hadn’t noticed 
as I’d been off at college for the 
previous four years.  Those six more 
months with Ryan may end up being 
six of the most precious months of 
my life. As a result of this time I felt 
the need to give myself a constant 

reminder of Ryan and the gifts that 
he’s given me to help me along the 
way when he’s not around anymore to 
smile at me.

I went to a tattoo shop in Colorado 
Springs and defied one of those 
‘When you get to the real world, you’ll 
regret getting a tattoo’ statements that 
everyone will tell you when you’re 
young. I got a couple of tattoos that 
not many people can argue with and 
that hold a very special meaning to 
me. My mom helped me get a couple 
of good handprints from Ryan, and 
I was happy to find an artist that 
was skilled enough to give me that 
exact handprint on my arm where 
Ryan used to hold on while we were 
growing up. I also got the words ‘Be 
now my sighted guide from heaven’ 
tattooed running down the inside of 
my forearm in Braille.

Each tattoo has its own significance. 
The handprint is to remind me of my 
childhood and how I led Ryan around 
for 15 years of my early life. The 

Braille is there to keep me aware of the 
fact that through being Ryan’s sighted-
guide for those 15 years, he has left 
me with an influence and guidance that 
will lead me around for the rest of my 
life. I also like to think about the fact 
that Ryan’s handprint on my arm for 
the rest of my life is a visual reminder 
of how he will continue to ‘touch’ my 
life long after he is gone. The best part 
about the tattoos that I never really 
thought about was how much I would 
be talking about them.  I’ve moved 
to a brand new place (Chicago) and 
it seems like every day at least one 
person asks me about the ‘dots on 
my arm.’ Whether they know it or not, 
they remind me of my brother’s love 
and strength. I always thought of these 
tattoos as a visual reminder to myself 
of where I came from and my brother 
who helped shape me. I never realized 
that the tattoos would be such a 
catalyst for telling his story for the rest 
of my life. I couldn’t be more thankful 
for the story and the blessings that he’s 
given me to talk about.

Jaron’s tattoo reads ‘Be now my sighted guide from heaven’ in Braille.
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our girl is going to die, but we also 
have to deal with major behaviour 
problems, no sleep and constant 
changes with medication. Our 
struggles ahead will be challenging but 
we will do anything we can to make 
Stevie’s world the best!!

As some of you know, our wee 
Stevie passed away on the 31st of 
July - she was only four and a half 
years old. The reason for her death 
is sad and I want you all to know as 
it can and did happen. Stevie had 
a PEG [(percutaneous endoscopic 
gastrostomy) feeding tube] inserted 
on the 25th of July. After arriving home 
on the 29th, [the PEG] accidentally 
came out that night. We returned to 
the hospital and had it put back in but, 
unfortunately, it was inserted wrong, 
and all the fluids we were giving her 
went in to her stomach wall and not 
her actual stomach. Over a 24-hour 
period, her organs failed and she 
died.2  Batten disease is hard enough 
to deal with each day and to know 
we had Stevie taken too early is extra 
hard. I want everyone to know this 
because I don’t want it to happen ever 
again! Always remember, parents 
know their kids best!!! R.I.P Stevie.

Footnote 1: Having previously planned to 
feature Stevie’s story in the October 2011 
edition of The Illuminator, BDSRA contacted Erin 
and Glen McCutcheon who gave us permission 
to still share Stevie’s story.

Footnote 2: This is not a common occurrence 
with G-tubes and Batten disease. As with 
any surgery, there can be problems and this 
should not deter parents from considering 
gastrointestinal feeding devices for their children 
with Batten disease. Information about feeding 
tubes, swallowing and nutrition can be obtained 
from BDSRA.

A Special Child: Stevie McCutcheon of New Zealand
By Erin McCutcheon, Stevie’s Mother1

Stevie Lee McCutcheon was born 
a healthy 8 lb. 12 oz. on Thursday, 
the 8th of February 2007. She was 
just so perfect - her pink lips and her 
little button nose and she had the 
longest darkest black hair I had ever 
seen. Stevie was just like a normal 
cheeky little girl who reached all her 
milestones like any other child. When 
she was two, there was a slight delay 
in her speech, so we started to see a 
speech therapist. Stevie had her own 
language and new exactly what to do 
to get what she wanted. We were not 
worried, and put it down to being the 
first child. 

In April 2010, not long after her third 
birthday, Stevie started randomly 
falling down without any reason; 
mother’s instinct hit and I knew 
straight away this was not good. The 
doctors were amazing and they all 
took me seriously - as I was 35 weeks 
pregnant and I thought I was just a 
hormonal overprotective mum! After 
some testing and then meeting with 

the Neurologist, we were told that they 
were going to run a few more tests 
and that it would take a few weeks for 
the results. At this point, they would 
not tell us what they were testing for 
but that “it’s not nice.” In the eight 
weeks we had to wait, Glen and I just 
had that gut feeling it wasn’t going to 
be good; we had to stay positive and 
gently prepare our family and friends 
for bad news.

On Monday, the 24th of July 2010, we 
got the phone call that the results were 
back and it didn’t look good. We made 
the trip to the hospital to meet with 
Stevie’s doctor and he told us those 
words - Late Infantile Batten Disease - 
which meant that our precious little girl 
wouldn’t get to grow up.... Our hearts 
stopped and our lives would change 
forever.

Since her diagnosis, Stevie has lost 
the ability to walk and talk; she can’t 
eat or drink and is fed through a tube. 
We struggle dealing with the fact that 



7Receive the latest updates, learn more about Batten disease and find out how to help at www.bdsra.org.

to be a stronger voice for Batten 
Disease. The following are the 
officers of the new Alliance:

President: 
Tony Heffernan - Bee for Battens, 
Ireland

VPs Research: 
Dr. Frank Stehr - NCL Stiftung, 
Germany
Dr. Danielle Kerkovic - Beyond 
Batten Disease Foundation, USA

VP Support: 
Lance Johnston - BDSRA, USA

Treasurer: 
Gijsbert Den Hertog -
Beat Batten, Netherlands

Secretary: 
Andrea West - Batten Disease 
Family Association, England

Member countries include the UK, 
USA, Ireland, Norway, Sweden, 
Denmark, Australia, New Zealand, 
Belgium, Serbia, Czech Republic, 
Italy, South America, South Africa, 
Spain, Portugal, and Canada.

Centers of Excellence
                      In the past year,   
                      BDSRA has   
          established five Batten         
Disease Centers of Excellence in 
U.S. The purpose of a Center of 
Excellence is to have a medical 
facility available to families where 
parents can take a child and be seen 
by a doctor who knows what Batten 
disease is and has at his or her 
disposal other medical professionals 
in the facility. 
Each center has a designated 

News from the Executive Director
By Lance Johnston

BDSRA Joins in 
Formation of Batten 
Disease International 
Alliance
In June Batten disease parent 
organizations and family research 
foundations from around the 
world met in London, England, for 
two days and formed the Batten 
Disease International Alliance. This 
was a follow-up meeting to the 1st 
International Batten Disease/NCL 
Patient Organizations Conference in 
March 2010. 

In attendance were Gijsbert and 
Laura Den Hertog (Beat Batten, 
Netherlands), Tony Heffernan (Bee 
for Battens, Ireland), Lance Johnston 
(BDSRA, USA), Suzanne Kho 
(Beyond Batten Disease Foundation, 
USA), Elena López-Davalillo 
(Asociación Española de Familias 
afectadas por Lipofuscinosis, Spain), 
Stefan Mattheeuws (ContactPuntNCL, 
Belgium), Svein Rokne (Norwegian 
NCL Family Association, Norway), Dr. 
Frank Stehr (NCL Stiftung, Germany), 
Andrea West and Heather Band  
(BDFA, UK). 

These meetings were vital to ensure 
that Batten disease has representation 
internationally to maximize the 
support available to families, make the 
best use of resources and facilitate 
research.  All of the attendees made 
presentations about their individual 
organizations and work.  All of 
the groups are working together 
to promote awareness, a greater 
understanding of Batten disease 
research and support for affected 
families. This exciting development 
will enable us to build on the skills and 
expertise of individual organizations 

“Batten disease clinic day” each 
month. How many times have we 
heard “my doctor doesn’t know 
anything about Batten disease” or 
“they have given up on my child”? 
Now there are places to take a child 
with Batten disease. In addition, 
it is hoped that these centers will 
also become clinical trial centers 
and that telemedicine will become 
a means for families to interact 
with Batten disease professionals. 
BDSRA has also helped to form 
Centers of Excellence in Belgrade, 
Serbia and Cordoba, Argentina.  

For further information, go 
to http://www.bdsra.org/
centersofexcellence.html.

Genes for Parry’s 
Disease Identified
The gene that causes Adult Onset 
NCL, also known as Parry’s 
disease, was recently identified by 
the following scientists from all over 
the world: L. Nosková, V. Stránecký, 
H. Hartmannová, A. Přistoupilová, 
V. Barešová, R. Ivánek, H. Hůlková, 
H. Jahnová, J. van der Zee, J.F. 
Staropoli, K.B. Sims, J. Tyynelä, 
C. Van Broeckhoven, P.C. Nijssen, 
S.E. Mole, M. Elleder and S. 
Kmoch. Unlike other NCLs, this 
form is dominant and can be 
passed down from generation to 
generation. Age of onset is usually 
in the 30s and life expectancy can, 
like other NCLs, be variable.

The gene for Kuf’s disease, also an 
Adult Onset NCL and recessive in 
nature, and similar to other forms of 
Batten disease, remains unknown. 
Scientists continue to work to 
identify this gene.
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From the Desk of the Director of Development
By Adina Ryan

As you receive this newsletter, I will 
be celebrating two years with BDSRA 
and the privilege of working with all 
of you to increase awareness and 
funding for Batten disease. Thanks for 
all the support, encouragement and 
information and, especially, helping 
me each day learn more about this 
disease and how it impacts you. I can 

truly say…you are some of the most 
remarkable people I have ever met. I 
look forward to continuing to make a 
real difference together now and in the 
future. 

I would like to leave you with a 
promising quote that just so happened 
to be in my “Positive Thinking Every 

Day” book, by Norman Vincent Peale:

Eliminate the word  “impossible” 
from your conversation, drop it 
from your thoughts, erase it from 
your attitudes. Stop rationalizing 
it. Cease excusing it. Substitute for 
it that bright and shining word 
“possible.”

Upcoming Events:
10/15  -  BARKIN’ FOR BATTEN DOG WALK (OH)  10/29  -  HAYDEN’S HOPE 5K WALK/RUN (WI)
10/21  -  WINETASTING PARTY FOR JAKE (FL)  11/06  -  WALK FOR CELIA (OH)
10/23  -  TEAM RACHEL ROAD RACE (MA)   11/08  -  BOOGIE FOR BATTEN ZUMBA PARTY (WI) 

If you have an upcoming event you would like us to post on our website, or need further fundraising information or 
resources, please contact Adina Ryan at aryan@bdsra.org or call toll free 866/287-7233.

Thanks to everyone who held a fundraiser this past quarter!
Together, over $130,000 was raised in July and August to further the hope for a cure!  Thanks for your support!

dropped some change in a donation 
jar for someone you don’t know? 

If your answer is yes, a Container Can 
could be a way to help your child and 
others affected by Batten disease. We 
have the opportunity for families to 
receive free box containers designed 
and ready to go, except for your 
personal child photo and story so that 

Fundraising MATTERS
Container Cans
Looking for a fundraising idea?  
Check out this new quarterly idea 
corner to help in your efforts to raise 
funding for research, programs 
and support.  This quarter’s idea: 
CONTAINER CANS. 

Have you gone into a gas station, 
grocery or department store and 

you can place these cans in locations 
where you shop, work and play. Some 
families have raised over $4,000 for 
BDSRA with this simple idea. For 
more information and how to obtain 
some of these containers, please 
contact aryan@bdsra.org.

Continued on page 9
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FUNDRAISING MATTERS (CONTINUED FROM PG 8)

Recycle Electronics
    We are recycling  
    used electronics 
    to raise funds
    for BDSRA!
    We are collecting
    cell phones, laser
    and inkjet cartridges, 
iPods, video games and consoles, 
scientific and graphing calculators, 
DVDs, GPS devices, PDAs, digital 
cameras and laptops. Visit 
www.CFKtoday.com for more 
information about our recycling 
program or to print free shipping labels 
for mailing your items. Don’t forget 
to designate BDSRA and get all your 
friends and family involved. We have 
posters available for you to share.  
Contact me for more information.

Our Very Own Superhero
Who needs Batman, Superman or 
Wonder Woman? We have Noah 
Coughlan who endured four months 
and 2400 miles of heat, rain, thunder, 
lightning, dogs and injuries to make 
a difference for our children. What 

a difference he made! $26,000 and 
many media opportunities came our 
way to help shed light on Batten 
disease. Thanks Noah…is not 
enough…but we are all grateful for 
your accomplishment and proud to 
call you our superhero.

Pictured:  (front) 
McKenna Lowden, 
Destiny Johnson, 
Nicholas Peruyero, 
Jake Medley and 
Zachary Killinger;
(back) Scott Lowden, 
Noah Coughlan, 
Jeremy Hawkins,
Brandon Hawkins and 
Taylor King.

United Way or CFC Contributions Can Benefit BDSRA
Your United Way or Combined Federal Campaign contributions can benefit the work of BDSRA. 
Every fall, kick off campaigns occur in the workplace. Why not make your contributions benefit 
those in your life affected by Batten disease? Whether you are a postal worker, in the military, 
or just happen to work where United Way contributions are encouraged, you can designate our 
organization and help those who you love fighting for a cure with this disease. For further details, 
contact Adina.

As BDSRA continues its efforts to “GO & BE GREEN,” we ask our readers to 
provide us with current e-mail addresses. Also, as we work on updating our 
database, we appreciate your help in letting us know of any changes in home 
addresses, phone numbers and other contact information.  Please email your 
updated contact information to Lisa Weston at lisaweston@bdsra.org.

Getting Greener...
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BDSRA Programs — It’s All About YOU!
By Lisa Weston

Keeping You Posted...

We recently discovered a wonderful 
resource for caregivers that we want to 
share with our readers. Lotsa Helping 

Hands was created to assist those 
who are caring for someone in crisis, 
or going through their own crisis, and 
are often overwhelmed with offers of 
help and phone calls to return. 

Many family members, friends and 
neighbors want to help, but aren’t 
sure what they can do or how they 
can lend a hand. Lotsa Helping Hands 

provides “free, private, web-based 
communities for organizing friends, 
family, and colleagues – your ‘circles 
of community’ – during times of need.” 

Learn more at 
www.lotsahelpinghands.com.  Also, 
check out its partner organizations 
where additional caregiver resources 
are listed.

Quarterly Reminders

Our Sibling Carrier Testing 
Program is available to siblings 
of individuals affected with Batten 
disease to be tested for carrier 
status. The program will also cover 

carrier testing for qualified spouses 
or fiancées, and diagnostic testing 
for children of siblings. For more 
information regarding testing protocol, 
eligibility, costs and available funding, 
confidentiality, etc., please contact me.

The BDSRA Equipment Exchange 
Program is open to any BDSRA family 
needing equipment for their child/ren 
living with Batten disease. We have 
a variety of medical equipment and 
supplies, most of which have been 
generously donated by other families, 

and is available at no costs to the 
family.  Please contact me if you are 
interested in the program, want to 
donate or have any questions. 

WE EXTEND OUR BEST WISHES TO EVERYONE FOR A BEAUTIFUL AND 
BLESSED THANKSGIVING AND HOLIDAY SEASON! 

— FROM ALL OF US AT BDSRA
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Kid’s Korner
By Donna Gunn

BDSRA gives a BIG “Hip-Hip-
Hooray” to the young people of 
families affected by Batten disease 
who are willing to give of their time and 
generosity of heart to help in the fight 
against this disease. We graciously 
thank:

Miss Taylor Redden, who held a 
lemonade stand fundraiser to raise 
money in honor of Miss Celia Betz. 
Way to go, young lady! 

Michael Collins, who entered a 
birthday drawing at this year’s Annual 
Conference and, when he won the 
$100.00 prize, donated his winnings 
to the Sibs Program. That was terrific, 
Michael!

Rachel and Boston von Tungeln and 
Julie London, along with cousins 
Sarah, Haley and Abby Muir, 
organized a fundraiser called “Team 
Rachel Lemonade and Yard Sale” 
so they, too, could contribute to help 
in this fight. You certainly could not 

have had too much lemonade with 
the sizzling temperatures we had this 
summer!  Awesome job, all!

We are so proud of these young 

people and thank them from the 
bottom of our hearts!

Grandfather Honored as Local Winner of 
Family Caregiver of the Year Award 
Contributed by Jenni Betz, Mother of Celia Betz

After submitting an essay to a contest 
held by Homewatch CareGivers of 
Columbus (HCC), a part of the largest 
and most experienced international 
provider of home care services, 
Tim Betz of Columbus, Ohio, was 

announced as the local winner and 
semifinalist for the company’s National 
Family Caregiver of the Year award. 
Tim was selected for his loving care 
of his granddaughter, Celia. As the 
local winner, Tim will receive eight 
hours of respite care from Homewatch 
CareGivers of Columbus, plus a 
scholarship to Homewatch CareGivers 
University, and will be among the 
semi-finalists for the title of National 
Family Caregiver of the Year and its 
$10,000 grand prize.

“This award, now in its third year, is 
designed for people like Betz,” said 
Jon Hersh, owner of Homewatch 
CareGivers of Columbus. “As a 
company dedicated to providing the 

highest quality home care and helping 
families who need support providing 
home care to a loved one, we see 
the devotion, love and kindness 
family caregivers provide to their 
mothers, fathers, siblings, children 
and spouses. Tim’s commitment 
and resilience in providing his 
granddaughter’s care is a heart-
warming and inspirational story.”

Celia was diagnosed with Batten 
disease shortly before her second 
birthday. Tim has sacrificed time with 
other family members, has missed 
enjoyable activities, and has survived 
health issues of his own, but over the 
past two years he and his wife have 

Continued on page 12Tim Betz with granddaughter Celia Betz.
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cared for Celia at least 24 hours each 
week, giving the family a much needed 
break and the opportunity to acquire 
additional income.

As a trained nurse practitioner himself, 
Tim gives outstanding care to his 
granddaughter. When Celia develops 
a cough, he percusses her chest for 
hours each day. When her weight dips, 
he concocts a special blend of high-fat 
“porridge,” adding maple syrup to make 

it especially palatable. And when 
Tim is not spending time caring for 
Celia, he is busy raising awareness 
of Batten disease, with the hope that 
funds for research might follow.

The scholarship to Homewatch 
CareGivers University will allow Tim to 
develop caregiving skills and training 
specific to his granddaughter’s needs, 
while the eight hours of respite care 
provided by Homewatch CareGivers 

of Columbus will give him some 
needed assistance and the comfort of 
knowing someone is there to provide 
exceptional care for Celia in his 
absence.

The National Family Caregiver of 
the Year winner will be announced 
October 24.  All of us at BDSRA 
extend our best wishes and 
congratulations to Tim Betz!

GRANDFATHER HONORED (CONTINUED FROM PG 11)

NCL2012 is the 13th International Conference on Neuronal Ceroid 
Lipofuscinoses (Batten disease) and the 1st Worldwide Meeting for 
Batten Parents Organizations. 

For more information, go to www.ncl2012.org

March 28 - 31, 2012
Windsor Conference Centre
Royal Holloway, University of London, London

International Conference on 
Neuronal Ceroid 
Lipofuscinoses (NCL2012)

Save the Date for the 2012 Annual Conference
Join us next year at the Annual Conference and help us celebrate BDSRA’s 25th Birthday! 

July 19-22, 2012
Marriott Executive Park

Charlotte, North Carolina
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A Mother’s Story, August 2011
The Rainbow
By Charlotte Benson 

(printed with permission from Beyond Batten Disease Foundation)

This summer, I spent some time 
hiking alone early in the morning while 
our family was on vacation visiting a 
tropical island. It rained briefly almost 
every day and the weather changed 
quickly.

One morning, I climbed a ridge with 
a path of rocks that led me almost 
straight up like a staircase winding 
through a jungle where there were 
swarms of black butterflies, exotic 
birds with melodic whistling voices, 
and an occasional iguana perched 
on a rock. The ground was blanketed 
with wet leaves and shaded by bright 
green blossoming trees and every so 
often, there was a break in the canopy, 
revealing spectacular glimpses of the 
view below. 

When I reached the top, I was 
welcomed by an absolutely 
breathtaking view of a blue sky full of 
white puffy clouds, a turquoise colored 
sea below and other islands that 
reached into the distance. I had arrived 
at the highest point on the island 
and had a 360 degree view of utter 
paradise. I stopped to take it all in, and 
enjoy the peaceful surroundings and 
pray.

When I looked up, there was the most 
colorful and perfectly arced rainbow 
that I had ever seen. It must have 
stretched for three miles and only 
pierced through a few white clouds. 
Each end of the rainbow rested on the 
surface of the water as if there were 
a sheet of glass preventing it from 
sinking into the sea. As I watched, I 
noticed that dark gray clouds, where it 
was obviously raining, began to shade 
one end of the rainbow. There was a 
squall that seemed to be pushing the 
rainbow toward me, and I started to 
wonder what it would be like to wait 
and be engulfed by the rainstorm.

Would the rainbow stay while I got 
wet? Would I see the underside of 
the rainbow? Would the colorful arc 
disappear while I got soaked? Should 
I turn around and go back? It moved 
toward me quickly, the sky darkened, 
and it was very windy.

Then, as suddenly as it had started, 
the whole scene stopped, and there 
before me was the unexpected — 
something so much more beautiful 
than I could have ever dreamed up on 
my own. The perfectly arced rainbow 
was now being reflected by the 
surface of the water and in its fullest 
most glorious expression formed 
almost a complete circle of colorful 
brilliant light.

As I stood there, awestricken, I could 
feel the sun come out and warm my 
back as cold raindrops lightly fell on 
my shoulders. And it struck me. Isn’t 
God wonderful? 

No matter where my mind wandered, 
and no matter what scenario I could 
dream up, or what fear could overtake 
me, it paled in comparison to what was 
ultimately revealed. It reminded me of 
our journey through life. Our limited 
views as humans are insufficient to 
imagine what God has planned for us. 

That rainbow, as beautiful as it was, 
had not been fully expressed, nor its 
potential fully realized, until it traveled 
through the storm. It had to endure the 
rain and reach its place beyond the 
storm for the light to be fully refracted 
and reflected.

As the parents of a child with Batten 
Disease, this gives us incredible hope. 
We are on a journey whose path is 
undetermined, but know that God has 
a plan for Christian’s life and a purpose 
for ours. As humans, our views are 
limited and only God can see the 
rainbow’s end and His full expression 
of our lives.

In the meantime, we live by faith, 
knowing that He has a plan. After 
all, as someone once said, “Life isn’t 
about waiting for the storm to pass, it’s 
learning to dance in the rain.”
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Supporting 
Bee For 
Battens ~
Running the 
Ring of Kerry 
(in one day!)
   Paul Gosney  
   of Killarney,  
   Ireland will  
               be running
                                      112 miles  
   around the 
Ring of Kerry (which is more than four 
full marathons!) in a single day for Bee 
For Battens, The Saoirse Foundation 
charity, and to promote Batten disease 
awareness.

For more information or to 
get involved, contact Buzz@
BeeForBattens.org.

Please like and share Paul’s 
Facebook page and join him on the 
day - if you are in Kerry, Ireland of 
course! http://www.facebook.com/
pages/RUN-the-RING-of-Kerry-in-
a-day/158397637570163. You can 
donate on Paul’s Facebook page, 
too - any donation, no matter how 
large or small - is hugely appreciated! 
Many thanks in advance for your 
support!!!

Places to check out Bee For Battens:

www.BeeForBattens.org

Facebook at http://www.
facebook.com/pages/Bee-For-
Battens/126482890763119

Twitter @BeeForBattens 

You Tube: http://bit.ly/lm1221

Juvenile Batten Disease 
Drug Trial 
By Lisa Weston

In early August, BDSRA sent letters to families of children affected by 
Juvenile Batten disease informing them about the JNCL drug trial being 
conducted by the University of Rochester Batten Center (URBC). The trial, 
which began in July, plans to enroll approximately 30 children and is open 
to all families in the U.S. with a living child with Juvenile Batten disease. 
While BDSRA is collaborating with the University of Rochester and the FDA 
Office of Orphan Products Development, BDSRA has no say in who will be 
accepted into the trial

The primary objective of this trial is to establish the safety and tolerability 
of short-term (8 weeks) administration of mycophenolate mofetil in 
ambulatory children with JNCL. The secondary objective is to gather 
preliminary evidence of the short-term (8 week) impact of mycophenolate 
mofetil on clinically relevant features of JNCL as measured by the Unified 
Batten Disease Rating Scale (UBDRS), including motor features, seizures, 
behavior, and cognitive and functional measures.

For a detailed description of the trial, as well as eligibility criteria and 
location information, go to www.clinicaltrials.gov/ct2/showNCT0139904
7?term=batten&rank=6. Contact either Amy E. Vierhile, MS, at 585/275-
4762 or Amy_Vierhile@urmc.rochester.edu or Nicole J. Newhouse, BS, 
at 585/273-3810 or Nicole_Newhouse@urmc.rochester.edu.

A Way to Help BDSRA
    When you fly on American Airlines, American Eagle® or  
    AmericanConnection® carriers, BDSRA can earn points while
    you who travel still earn your personal AAdvantage miles. So
    everyone gets rewarded! Make sure to encourage your family  
              and friends to include BDSRA’s Business ExtrAA Account 
Number 823093 in their reservations and in their personal AAdvantage 
accounts. This will make earning points for BDSRA effortless when booking 
travel online at AA.com. If you use a travel agency, make sure they have the 
number, too.

When you purchase a ticket from American Airlines, American Eagle® or 
AmericanConnection® there will be a space close to the bottom of the page 
that asks for your “Business ExtrAA Account Number.” Just enter 823093 
and BDSRA will earn points and so will you if you have a personal frequent flier 
account with American. Thank you!
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It’s a Wrap:  2011 Annual Conference
The 23rd Annual Conference of the Batten Disease 
Support and Research Association was held in 
Bloomington, Minnesota, July 14 through July 17, 2011, 
and was graciously hosted by the Minnesota Chapter.  
Approximately 250 people attended, including seven 
newly-diagnosed families, twenty-two affected children, 
thirty siblings, plus parents, grandparents and extended 
family, as well as speakers, researchers, scientists and 
many volunteers.  

We met new friends and caught up with long-time 
acquaintances. The Mall of America was just across the 
street from the Marriott, convenient to shop for souvenirs. 
Time was scheduled for learning sessions about Batten 
disease and people enjoyed social time, playing trivia 
and dancing to the tunes of the Radio Flyer Band. We 
heard Noah Coughlan speak and watched a video about 
his “Run For Research,” promoting Batten disease 
awareness. We always had foods to snack on in the 
Hospitality Room. Finally, we closed the last day of the 
conference with the Memorial Service and a butterfly 
release, which was a perfect way to say goodbye until 
next year.

We thank everyone for joining us this year in Minnesota 
and extend our deepest gratitude to all those who 
volunteered their time, talents, energy, expertise, 
enthusiasm and support.  We looked forward to seeing 
you at next year’s annual conference in Charlotte, North 
Carolina!Below are the various awards presented at the 
conference, as well as an update on Board members:

BDSRA 2011 Research Awards
Peter Lobel, PhD, Rutgers University
Enzyme Replacement Therapy for Late Infantile Neuronal 
Ceroid Lipofuscinosis
$50,000 - Funded by Noah’s Hope Foundation

Beverly L. Davidson, PhD, University of Iowa
Determining the Feasibility of Gene Transfer to Ventricular 
Lining Cells of Primate Brain for Widespread Distribution 
of TPP1 Activity by CSF
$102,391 - 60% ($61,434.60) funded by Blake’s Purpose 
Foundation; 40% ($40,956.40) funded by BDSRA

Sandra Hofmann, MD, PhD, University of Texas 
Southwestern Medical Center
Analytical Methods to Guide Treatment for CLN1/Batten 
Disease
$100,676 - 25% ($25,169.00) funded by Taylor’s Tale 
Foundation; 75% ($75,507.00) funded by BDSRA

Continued on page 16

Bruno Gasnier, PhD, Université Paris Descartes
Metabolic Compartmentalization Abnormalities in Neuronal 
Ceroid Lipofuscinosis
$37,000

Martin L. Katz, PhD, University of Missouri School of 
Medicine
Search for Canine Models of Infantile and Juvenile NCL
$53,881

Jonathan Cooper, PhD, King’s College, London
Production and In-Vitro Testing of Gene Therapy Vectors for 
Targeting Different Tissues in INCL 
$6,800

David E. Sleat, PhD, Rutgers University
Development of a Transgenic Mouse That is Immunotolerant 
Towards Recombinant Human TPP1
$25,000 - Funded by Hope for Bridgette Foundation

David N. Palmer, PhD, Lincoln University, New Zealand
Viral-Vector Gene Therapy in CLN5 and CLN6 NCL Affected 
Sheep
$64,000

John Staropoli, MD, PhD, Massachusetts General Hospital, 
Harvard Medical School
Development of a Clinical Registry and Biorepository for 
NCL Disorders
$30,000

Susan Cotman, PhD, Massachusetts General Hospital, 
Harvard Medical School
Generation of Human NCL iPS Cells for the Study of NCL 
Disease Biology
$40,000

Yu Meng, PhD, and Peter Lobel, PhD, Center for Advanced 
Biotechnology and Medicine, Rutgers University
Evaluation of Peripheral Enzyme Replacement Therapy for 
LINCL and Development of Inductible Transgeneic Mouse 
TPP1 Model.
$40,000

Shannon Macauley-Rambach, PhD, Washington University 
School of Medicine, St. Louis
Activated Astrocytes as Therapeutic Targets in INCL
$30,000
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Beverly L. Davidson, PhD, and James Geoghegan, PhD, 
University of Iowa
The Molecular Basis for AAV-Targeting of TPP1 Deficient 
Brains
$26,800 – Funded by Our Promise to Nicholas Foundation

Annual Fundraising Awards
Much applause and praise go to the following people and 
fundraisers:

Individual Research:
 * A Fifth Season – raising $48,213 for LINCL  
                 (gross raised $56,000)
 * Surrey Bowlathon - $22,741
 * Kuf’s Bike Run - $21,319

Chapter Awards (July 15 cutoff):
 * Midwest Chapter - $68,213
 * Metro NY/NJ chapter - $62,500
 * Southeast Chapter - $20,000

Individual Operations and Programs:
 * Holy Apostles Philoptocos Society - $10,000
 * 5th Season - $7,787 
 * Kevin’s Fund - $4,750

Volunteer of the Year Award (first year of award):
 * Annie Farnaus
 * Ann Salladin

All of our fundraisers’ hard work, support and dedication 
are immensely appreciated!

BDSRA Board of Directors Election Results
We congratulate Mike Collins on his election to the BDSRA 
Board of Directors. Mike is the father of 12 year old Becca, 
who has Infantile Batten disease, and the husband of 
Dawn.

Chris Hawkins, Chris Lowden and Kim Zellmer were re-
elected to the Board.

BDSRA Officers elected at the annual board meeting are:

 President - Kimberly Zellmer, Esq. (parent)
 1st V.P. – Rob Geer (parent)
 2nd V.P. – Tracy VanHoutan (parent)
 Treasurer – Chris Lowden, PhD (parent)

IT’S A WRAP (CONTINUED FROM PG 15)

Jane Emanuel, MD, completed her term as BDSRA 
President but remains on the Board of Directors. We thank 
Jane for her dedicated service as BDSRA Board President.

Also, many thanks to Sara Thompson for her three years 
of service on the Board and Chairing the Sibling Outreach 
Committee. Sara will continue to be involved with the 
Siblings Support group.

Conference Chapter Poster Contest Winners
Congratulations to the following:  1st Place – Minnesota; 
2nd Place – Ohio; and 3rd Place – Texas.  Well done!
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a In Loving Memory b
MATTHEW ALWYN de VILLIERS, son Alwyn & Elva de Villiers, Pretoria, South Africa

Born:  08-24-04  ♦  Died:  09-12-11  ♦  Infantile

CRAIG JONES, son of Ray & Leona Jones, Victoria, Australia
Born:  01-26-75  ♦  Died:  09-03-11  ♦  Kuf’s

ALEKSANDRA KRASNIAK, daughter of Grey & Bozena Krasniak, Elk Grove Village, IL
Born:  02-05-02  ♦  Died:  09-03-11  ♦  Late Infantile

STEPHEN B. HATCHETT, son of Randy & Sherry Hatchett, Madison, TN
Born:  11-25-85  ♦  Died:  08-23-11  ♦  Juvenile

STEVIE McCUTCHEON, daughter of Glen & Erin McCutcheon, 
Dannevirke, New Zealand

Born:  02-08-07  ♦  Died:  07-31-11  ♦  Late Infantile

GEORGE DOUMITT, son of Charles & Margaret Doumitt, Jackson, TN
Born:  03-14-76  ♦  Died:  07-17-11  ♦  Juvenile

BRYCE DALEY, son of Jonathon & Lorraine Daley, Paralowie, S. Australia
Born: 05-13-01  ♦  Died: 05-29-11  ♦  Late Infantile

ARENE SANGRONIZ REMIRO, daughter of Nestor Sangroniz & Arantza Remiro, 
Madrid, Spain

Died:  05-28-11  ♦  Late Infantile

JOEY MILANI, son of Bill & Cindy Milani, Frederick, MD
Born:  01-18-93  ♦  Died:  04-15-11  ♦  CLN7

HEATHER SELPH, daughter of Ruth Giacalone, Salisbury, MD
Born:  12-10-84  ♦  Died:  04-05-11  ♦  Juvenile

CLAY CUNNINHAM, son of Dave & Jane Cunningham, Birmingham, AL
Born:  10-08-02  ♦  Died:  04-05-11  ♦  Juvenile

MATTHEW STEWART, son of Kevin & Diane Stewart, Palm Springs, CA
Born:  05-15-87  ♦  Died:  03-06-11  ♦  Juvenile

NICHOLAS PAUL JEWETT, son of Paul & Patsy Jewett, Burtt’s Corner, New Brunswick
Born:  12-15-79  ♦  Died:  02-21-11  ♦  Juvenile

JEMYNI BEAN, daughter of Cynthia & Robert Bean, Spokane, WA
Born:  05-27-00  ♦  Died:  01-24-11  ♦  Infantile

SAOIRSE HEFFERNAN, daughter of Tony & Mary Heffernan, Castlemaine, Ireland
Born:  06-04-05  ♦  Died:  01-18-11  ♦  Late Infantile

CHRIS GAINES, son of Becky Lucas, Jemison, AL
Born:  12-11-74  ♦  Died:  01-03-11  ♦  Juvenile

SOMERS, THOMAS ONEIL, son of Tim & Sherry Somers, Fort Fairfield, ME
Born:  01-26-00  ♦  Died:  12-31-10  ♦  Late Infantile

KOURTNEY HARMON, daughter of Donna Fogle, St. Augustine, FL
Born:  01-17-02  ♦  Died:  12-29-10  ♦  Late Infantile

NIELS LAUWEN, son of Marie-Louise Lauwen, Rucphen, Netherlands
Born:  12-17-91  ♦  Died:  12-05-10  ♦  Juvenile
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Batten Disease Support and Research 
Association has been remembered 
many times in the past three months 
by families and friends of children 
with Batten disease. To all of you, 
we express our deepest appreciation 
for your generous gifts. We sincerely 
apologize if there are any omissions 
or misspellings; please alert us to any 
changes. We kindly ask that with any 
future gifts, you specifically indicate 
whether the donation is in “Honor of” 
or in “Memory of.”

IN HONOR OF:
CATIE & ANNIE ALLIO
Dad & Mom
Mr. Mark Lillis
CELIA BETZ
Mr. & Mrs. Adam Betz
Circle the Sun Photography
Ms. Shelly Fifolt
Ms. Denae Griggs
Ms. Betsy Loeb
Ms. Nicole Merrifield
CASEN CAMERON
Misty Burns
Mr. & Mrs. Doug Hocking
CLIFFORD DAHL
Dad & Mom
Chatham Presbyterian Church
Mr. & Mrs. Joseph Eby
Friends of the Chatham Library (Café)
Mr. & Mrs. Michael Raila
ADIA ELFERT
The Jaworski Family
RYAN FARET
Dad & Mom
Rodney Schabel & Gunhild Hendrick
Mr. & Mrs. James Thomas
Ms. Denise Wright
KELSEY FULLER - 
for her 14th birthday!
All the Bringhursts!
Mr. & Mrs. Robert Bruner
Uncle Eric, Aunt Karen, Ashley & 
Christopher
Ms. Barbara Verna

Third Quarter Donor Gifts     (Gifts given June 10  through Sept 12, 2011)

ETHAN GAHLBECK
Nolan & Carmen Armstrong
JACOB GEER
Mr. & Mrs. Leo Kempel
BRANDON & JEREMY HAWKINS
Ms. Julia Francis
AUSTIN HEIN
Ms. Paulita Pranschke 
JENNA HILL
Mr. Simon Bergson
Ms. Donna Hill
JOANN HILL & FAMILY
Mr. & Mrs. Bergson
CHRIS ISNARD
Dad & Mom
NOAH & COURTNEY JOHNSON
Grandpa & Grandma Depoi
HAYLEE JOYCE
Cavanaugh Pet Hospital
ZACHARY KILLINGER
Grandpa & Grandma Killinger
NICOLE KOENIG
Ms. Leslie McDowell
McKENNA LOWDEN – 
Happy 10th Birthday
Ms. Wendi Brant
Ms. Jodi Butler
Ms. Julia Jones
Mr. Bryan Waters
JONATHAN McCOLLUM
Mr. & Mrs. Paul Williams
JEFF McGONNELL
Ms. Julia Francis
JAKE MEDLEY
Ms. Brooke Bowman
Chick-Fil-A
Mr. John Fannin
Mr. & Mrs. Robert McKee
Mr. & Mrs. James Summerton
Mr. & Mrs. James Tucker
Mr. Harold Whinery
JEFF MONTAVON
Ms. Robin Andersen
Ms. Christina Barnickel
Mr. & Mrs. James Delhotal
Gilmore Farms
Ms. Margaret Gilmore
Mr. & Mrs. Steve Gilmore

Norma Kessinger & Jackie Zinke
Mr. & Mrs. Rob Letterly
Mr. & Mrs. Jorge Lopez
Mr. & Mrs. Chris Mitchell
Mr. Donald Swope
Ms. Lori Vermeland
SEAN NEWELL
Dad & Mom
CHRISTINE RATZ
Ms. Kate Oshima
MASON SMERDEL
Anonymous
Ms. Bernadette Demouras 
Ms. Marianne Terry
KRISTIN SMITH
Aline J. Ficken
NOAH & LAINE VANHOUTAN
Ms. Sarah Kelly
Ms. Christine Quigley

IN MEMORY OF:
KARI ANDERSON
Ms. Judy Baker
The Prohaska Family
CURTIS ANTHONY 
Great Pop Pop & Mom Mom Anthony
CARL BERGAM
Mr. & Mrs. Ed Bodenlos
BETHANY BRANTLEY - 
for her Birthday
Ms. Ginny Gossett
DANIEL BREUER
Dad
HANNAH CAULFIELD
Dad & Lori
DOMINIC CERAVONE
Ms. Michelle Eyler
ALLY CHANCE
Dad & Mom
KELSIE CLYNCKE & DONNA 
FERGUSON
Lynn and Dorothy Mosher
KARI COURTNEY
Dad & Mom
CLAY CUNNINGHAM
Ms. Barbara Faris
Ms. Jo Veal Turner

Continued on page 19



19Receive the latest updates, learn more about Batten disease and find out how to help at www.bdsra.org.

EMILY DUGGER
Mr. G. Ruffin Chandler
MELISSA FROIO
Dad & Mom
JIM FRYE
Ms. Tracy Frye, Sister
Ms. Dru Glenn, Niece
CHRIS GAINES
Calera B.P.O.E. #2703
Childersburg B.P.O.E.
KERRY & CHRIS GAHL
Mom
COURTNEY GUNTHER
Mr. & Mrs. Melton Frederick
KOURTNEY HARMON
Corky Bell’s Seafood of Palatka, Inc.
Burkhardt Distributing Co., Inc.
Mr. Colby Jackson
Ms. Sallee LaForge
Ms. Brenda Masters – City Cafe
Tracy Medwid
St. Augustine Center for Living
Mr. & Mrs. Edward Wagner
STEPHEN BARNETT HATCHETT
Mr. & Mrs. Neil Anderson
Mr. & Mrs. Jerry Armour
Crye-Leike Realtors
Mr. & Mrs. Granville Gibson
Mr. & Mrs. Eric Melkerson
Mr. Ryan Moss
Mr. Jeff Nixon
Realty Title of Chattanooga and 
Nashville
Ms. Angelique Vandenbergh, Sister
Ms. Gina Wolfe
GERALD HENNER - 
Stepfather of Nicole Newhouse 
Ms. Alyson Guillet
The Personnel of the Rochester 
Batten Center
JAMIE JERSHA
Ms. Nancy Reese
JAMIE LOUISE KILLION
Ms. Lizz Loring-Gallagher
LEVI KNOWLES
Mr. & Mrs. John Niemi
JULIE LEFFLER
Dad & Mom

ZANE MAXIMUS LEWIS
Ms. Sharon Grabill
LEAH KATHERINE McFARLANE
Mom
Grandma Phillips
FRANK MIHELICH
Mr. & Mrs. Joe Allio
JOEY MILANI
Ms. Jill Russell
ALDINE, TOM & NEAL MOUNT
Margaret Mount
MICHELLE NEWELL
Dad & Mom
DR. JIM NICKERSON
Mr. & Mrs. Tom Nelson
Mr. & Mrs. Robert Paris
ZACHARY NOORDHOEK
Mr. & Mrs. Robert Noordhoek
SARA PFALLER
Crystal Lake High School
JOSHUA POWELL
Dad & Mom 
JAMES & MARK RICKMAN
David Rickman
JAMES RICKMAN - 
on his 15th birthday
Mr. & Mrs. Tommy Luke
NELL ROY
Mr. & Mrs. Lyndel Dickerson
Ms. Norma McDaniel
Ms. Geneva Monday
Kimberely Coffey – Pediatric Physical 
Therapy
Mr. & Mrs. Todd Smith
MICHELLE SHERIDAN
Dad & Mom
Ms. Elise Bruderly
Ms. Martha Hannah
Ms. Janet Jorges
Ms. Linda Kinnan
Ms. Jill Landers
Ms. Judith Taylor
Mr. & Mrs. Richard Zaski
AMANDA SMART
Ms. Margaret Smart  

JEANNE THOMAS - 
Mother of Lisa Faret
Ms. Elna Faret
Mr. & Mrs. Sven Faret
Rodney Schabel & Gunhild 
Hendrickson
Mr. & Mrs. John Yourish
EMILY THOMPSON - for her 
birthday
Aunt Bonnie
GRANT & RICK TISZAI
Mother of Grant and Spouse of Rick
PAULA WHITE
Ms. Tracy Frye, Sister
Ms. Dru Glenn, Daughter
MADELINE ZELLMER
Grandma Ruth Zellmer

CANADA  
In Memory Of:
NICHOLAS JEWETT
Ms. Carolyn Price
BRITTANY MASTRONARDI
Bignoli Enterprises Inc. 

PROGRAMS & 
SERVICES
Ms. Andrea Allio
Mr. & Mrs. Joe Allio
Ms. Laurie Anderson
Anonymous
Ms. Judy Baker - 
Memory of Kari Anderson
Ms. Wendy Bills
Ms. Sue Bradley
Ms. Linda Cash
Mr. Daniel Copous
The John Cooper School
Mr. Thomas Cornell
Mr. & Mrs. Dennis Dahl
Ms. Cynthia Dauss
Ms. Sally Dechant - 
Memory of Thomas Schultz
Ms. Joan Ditmar
Mr. & Mrs. Roy Eberle 
Ms. Mary Forseth
Ms. Betty Gelinas

Continued on page 20
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Ms. Susan Gentry
Ms. Andrea Giedosh
Mr. & Mrs. Timothy Grant
Mr. Howard Haga
Heart of America BDSRA
Mr. & Mrs. Bruce Hoover
Mr. Larry Hoover
Mr. Roger Huber
Mr. Lance Johnston
Mr. & Mrs. Douglas Klee - 
Memory of Julie Klee
Kohl’s
Mr. Greg March
Ms. Catherine Marshall
Ms. Sharon Mattison
Ms. Christine Maynard - 
Honor of Ryan Maynard
Mr. & Mrs. Joel Maynard - 
Honor of Ryan Maynard
Ms. Melissa McCarthy
Mr. Alan McCullough
Mr. & Mrs. Lawrence McDonough
Metro NY/NJ Chapter BDSRA
Midwest Chapter BDSRA 
Mr. & Mrs. Marc Mikkelson
New England Chapter BDSRA
Mr. Jared Nielsen
Oppenheimer Funds Legacy Program
Mr. Corey Peck
Mr. & Mrs. James Pranschke
Riverview Baptist Church
St. Stephen’s Episcopal Church
Mr. & Mrs. Sheerman
Southeast Chapter BDSRA
Mr. & Mrs. Phillip Stubbs
Mr. & Mrs. Kevin Sullivan
Ms. Lena Sullivan
Super Heat, Inc.
Lisa Weston

RESEARCH:
Heart of America Chapter BDSRA 
Mr. & Mrs. Wayne Herndon
Louisiana Chapter BDSRA
Metro NY/NJ Chapter BDSRA
Ms. Paulita Pranschke
Ms. Christine Quigley - 
Honor of the VanHoutan Family

Southeast Chapter BDSRA
Ms. Julie Terry - 
Honor of Mason Smerdel

CONFERENCE:
Anonymous
Mr. John Benson
Mr. & Mrs. Gene Jersha
Midwest Chapter BDSRA
Metro NY/NJ Chapter BDSRA
Southeast Chapter BDSRA
Ms. Madeline Stone
Memorial
    Maugansville Ruritan Club - Kevin       
    Lumm Memorial Fund
    Metro NY/NJ Chapter BDSRA
Sibling Progrsm
    Michael Collins

SPECIAL EVENTS:
A Cure 4 Nick Golf Outing
A Fifth Season
Asher Bash
Batten Awareness Day
      Mr. & Mrs. Ty Kurth - 
      Memory of Sara Pfaller
      Mr. & Mrs. Tracy VanHoutan
Battin for Battens/Crawford Family
Capital One Card Lab Connect
Causes on Facebook
Haylee Joyce Softball Tournament
Kevin’s Fund Golf Tournament
Kick Batten for Carl
Lowden Run
Michael Metcalf Fundraiser/Connie 
Metcalf
Mike’s Beer Bucket Annual Golf 
Tournament
Miles for Michael
Noah’s Hope 
Run For Research (Noah’s Run)
      Mr. & Mrs. Joseph Allio
      Anonymous
      Mr. & Mrs. Michael Collins
      Mr. & Mrs. Robert Crouch 
      Ms. Julie Gahlbeck
      Ms. Tracy Frye
      Mr. & Mrs. David Kennicott

      Mr. & Mrs. James King
      Mr. Gordon Lindsey
      Ms. Denise Mize
      Ms. Brittany Moody
      Powell Heating & Air   
      Conditioning, Inc.
      Mr. & Mrs. Randall Rhoden
      Ms. Joni Spaulding
      Mr. & Mrs. Tracy VanHoutan
      Honor of All Children
             Mr. Eric Leslie 
      Honor of Catie & Annie Allio
             Ms. Rose (Nonnie) Schmid
      Memory of Kourtney Harmon
             Ms. Ashli Sullivan Bolte 
             M. Darrh Bryant, DMD, P.L.
 Jeremiah Gordon, DDS
 Mr. & Mrs. Matthew Hawkins
 Lonnie Stout’s Tractor Service
 Melvin’s Repair Shop 
 MVP Support Services LLC 
 Mr. J. Brent Pichard
 St. Johns Food Service, Inc.
 Mr. & Mrs. David Szczepanik
             Mr. & Mrs. Thomas Thornton
             Mr. & Mrs. Reidar Tynes
             Jorge Vega & Edda O’Farrill
             Ward Medical Services Inc.
Honor of Jake Medley
             Ms. Christine Boyd 
             Mr. & Mrs. Mark Trednick 
             Mr. & Mrs. Jeffrey Bogan
Honor of Michele Sheridan
 Ms. Faye Zaski, Sister
Seriously Loopy 4 a Cause
Seven Hills Home Days -
In Honor of Mason Smerdel
Sib Dollar Dance
Taylor Redden’s Lemonade Stand - 
In Honor of Celia Betz
Team Rachel Lemonade and Yardsale
Vic’s Mud Bog 
Von Tungeln
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The Nurse’s Corner: Pulmonary Secretions
By Nancy Carney, RN

Now that fall and winter will soon 
be here, we need to look at clearing 
away pulmonary secretions. Excess or 
retained pulmonary secretions impair 
ventilation, invite infection, and may 
cause a severe illness. Find out if your 
child is at risk and how to keep his/her 
airways clear.

Excess or retained pulmonary 
secretions cause a host of problems 
for your child by increasing the work 
of breathing and setting the stage 
for infection. Frequent coughing as 
he tries to clear secretions drains 
his oxygen and energy reserves 
and makes muscles sore; coughing 
may also spread infection, cause 
vomiting, or trigger an asthma attack, 
accumulating excess pulmonary 
secretions or impairing gas exchange, 
which can lead to hypoxemia, 
pneumonia or respiratory failure. 
Keeping your child hydrated is a basic 
step to keeping airway secretions fluid 
and easier to clear.

Several problems that you may see 
with our children with Batten disease 
include asthma, chronic bronchitis, 
bronchiectasis (where there is 
bronchial dilatation and inflammation, 
mucus production increases), and 
pneumonia (whether your child 
breathes in a pathogen or aspirates 
gastric contents).

Assessing your child is key to 
identifying subtle changes in your 
child’s status, including increased 
airway secretions that could obstruct 
airflow. Look for signs of increased 
work of breathing – increased 
respiratory rate or increased use 
of accessory muscles to breathe. 
When your child breathes deeply, you 
may feel chest vibrations, related to 

retained secretions; usually this is 
accompanied by audible rattling. By 
listening to your child breathe with a 
stethoscope, you may hear additional 
sounds that are not normal.

The first method in trying to clear 
secretions is to cough. Incentive 
spirometry (a small hand-held tool 
to aid in deep breathing) can help 
prevent atelectasis (when breaths 
are too shallow to fill the lower lung 
areas with oxygen upon inspiration) 
by filling the under-ventilated areas 
of the lungs, reopening alveoli (tiny 
air sacs). As a result, your child may 
be able to generate a more forceful 
cough, helping to move secretions. 
Medication agents to help clear 
secretions or to thin secretions to aid 
in his ability to cough up secretions 
are also suggested. Suctioning 
is an option, either orally or deep 
suction into the lungs themselves. 
Careful attention to mouth care 
reduces microbial growth in the 
mouth and lowers the potential for 
hospital-acquired pneumonia. Chest 
physiotherapy uses a combination 
of positioning (postural drainage) 

and chest percussion or vibration to 
dislodge and move secretions from 
smaller to larger airways. Breathing 
treatments at home can be given with 
single dose medication units given 
three or four times a day that have 
proven to be very helpful to move 
secretions. Also, in extreme cases, 
a bronchoscopy can be performed 
by a physician to suction secretions 
directly from the lungs via a tube. 
Your child would be sedated and 
given analgesics, so he would be 
comfortable during the procedure.

You may also want to talk to your 
doctor about the flu vaccine and/or 
the pneumonia vaccine, which most 
physicians want to give starting in 
October. Depending on whether you 
get the annual shots or not, it is totally 
the decision of the parents.

These are just a few suggestions to 
think about as the coming months 
approach us. Any questions, please 
feel free to call me at 877/642-
5512 (toll-free) or e-mail me at 
nancycarney@bdsra.org.


