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Elaine Johnston, wife of Lance Johnston & mother of Lorena & Lee (also deceased), Reynoldsburg, OH   Died: 12/08/08 

Abby Bortz, daughter of Terry & Mary Bortz, Portage, WI 

Born: 10/30/86 - Died: 12/30/08    Juvenile NCL   

Hannah Szymanski, daughter of Stan & Cindy Szymanski, Sewickley, PA

Born: 01/20/88 – Died: 08/01/08     Late Infantile NCL
Marjorie Conner, grandmother of Megan DePew (a Batten Angel)

Curtis Anthony, son of Paul Anthony & Donna Kapper, Dublin, PA

Born: 09/17/02 – Died: 01/20/09     Late Infantile NCL
William Carlson, grandfather of Michelle Carlson (a Batten Angel)

Died: 01/22/09

Megan DePew, daughter of Phyllis DePew, Stanwood, MI

Born: 05/22/87 – Died: 01/22/09     Juvenile NCL
Carl Bergam, son of Jeff & Robin Bergam, Arlington, WA

Born: 07/30/96 – Died: 02/03/09     Late Infantile NCL
Thomas Schultz, son of John & Caryll Schultz, Leawood, KS 

Born:  06/16/96 – Died:  02/10/09     Infantile NCL
Marlene Balzer, mother of Jeffrey Balzer (a Batten Angel), Seven Lakes, NC

Died: 02/12/09

Melanie Pichette, daughter of Gilles Pichette, Grand Falls, NB & Jackie Violette, Edmunston, NB, Canada
Born:  11/25/76 – Died: 03/02/09     Infantile NCL
Caroline Nichols, daughter of Ron & Gail Nichols, Virginia Beach, VA 

Born: 05/01/98 – Died: 03/08/09     Late Infantile NCL
Melissa Froio, daughter of Gregg & Paula Froio, Sicklerville, NJ  

Born: 09/29/94 – Died: 03/18/09     Late Infantile NCL

“A light in a world of darkness”
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BDSRA Annual Conference


July 16-19th St Louis, MO


Included with this issue of The Illuminator is our annual Conference Pack which contains all of the information you need to prepare for the 2009 Conference! 


This year, BDSRA along with the Heart of America Chapter will be hosting the Conference in St. Louis, Missouri. The dates for the Conference are scheduled for July 16-19, 2009. These dates are Thursday through Sunday, just as in years past. 


The hotel is located at:


Marriott St. Louis Airport Hotel


10700 Pear Tree Lane


St. Louis, MO 63134


Phone: (314) 423-9700


Toll-free: (877) 264-8771


Fax: (314) 423-0213


Reservation line: 1-800-228-9290


If you have not yet made your travel arrangements or hotel reservations, now is the time to start planning. Remember, Southwest Airlines offers inexpensive flights into St. Louis but does not advertise its flights on websites like Travelocity or Expedia. However, websites like kayak.com or Expedia.com are great to compare airfares.


Everything else you need to know can be found in the Conference Pack. If you have additional questions, please contact us at the office at 1-800-448-4570. 








The Illuminator has a New Look


You may have noticed that The Illuminator has a new look. In the spirit of keeping things fresh and new, we have decided to change a few things. 


By the time this issue reaches your mailbox, BDSRA will be running a brand new website. Our website address is still the same (� HYPERLINK "http://www.bdsra.org" ��www.bdsra.org�) but you’ll notice the overall format of our site is much different. We now have pictures and video, a new Bulletin Board and a new donation page complete with online donation capability! 


As you can see at the top of this Illuminator, the Board of Directors has also adopted a new logo. This new logo will be used on anything promoting BDSRA from now on. This image is also available in a JPEG format for families to use on their own promotional or fundraising materials.


This is an exciting time for BDSRA. As things continue to progress in the areas of research and fundraising, we are trying to stay abreast of the times. Of course, your opinions and feedback are always welcome. Let us know what you think!


Board of Directors Election


Nominating Committee looking for qualified individuals


The BDSRA Board Nomination Committee is now accepting nominations to fill three positions on the BDSRA Board of Directors. 


Continued on Page 8








Research Update


Dr. David Pearce accepts position in Sioux Falls, SD


Dr. Pearce, formerly of the University of Rochester, has accepted a position as the Director of the Sanford Children’s Health and Research Center in Sioux Falls, SD. The primary mission of the position is to establish a Center that performs research on maladies that affect children. He will also be responsible for establishing a Center for Rare Diseases. One of the groups of diseases that will be a focus for this Center will of course be Batten Disease. Most of Dr. Pearce’s laboratory staff is relocating with him to South Dakota. Dr. Pearce is confident that this professional move will only help augment this Batten Disease research effort. 


President Obama Lifts Ban on Embryonic Stem Cell Research & Funding


On Monday, March 9, 2009, President Obama lifted an 8 year ban on stem cell funding for embryonic stem cells. The ban, first put into place in August 2001 by former President George W. Bush, restricted federal funding for research on stem cell lines created after August 9, 2001. This left only 21 stem cell lines for researchers to work with. With the ban lifted, scientists are eager to begin working with stem cells to find cures for a variety of diseases. Even though there is still a federal law on using federal dollars for the creation of new stem cell lines, Obama’s decision to lift the ban does not limit federal funds being 











used on stem cell lines created with private funding. President Obama had promised to lift the stem cell funding ban during his 2008 Presidential campaign.


Request for Proposals


BDSRA has issued its annual Request for Proposals (RFP) as of March 1, 2009. The RFP is available on the BDSRA website. Any researcher interested in receiving funding from BDSRA is encouraged to apply. BDSRA will then award the recipients at the Saturday night banquet during Conference. Submitted proposals must be postmarked by 11:59pm, May 16, 2009. Inquiries can be directed toward Lance Johnston at � HYPERLINK "mailto:bdsra1@bdsra.org" ��bdsra1@bdsra.org� or 1-800-448-4570. 


BDSRA Awareness Days


June 6th & 7th, 2009


BDSRA will be holding its 2nd Annual Awareness Days on June 6th & 7th. Last year, families around the country and world held fundraisers and spread awareness about Batten Disease. We encourage everyone to do at least one thing this year to promote the need for research, raise funds, or simply spread the word about this devastating disease. BDSRA has a Press Release available for your local newspaper. This Press Release is customizable to fit your local efforts or to tell your personal story. 


We are also available to help plan or answer questions about fundraising events. If you have something in the works for the Awareness Days, please let us know. We’d love to share your ideas with others. For questions or to obtain more information on the Awareness Days, including a copy of the customizable press release, please contact Warren Shuros (� HYPERLINK "mailto:wshuros@msn.com" ��wshuros@msn.com�) or Amy Lombardi (� HYPERLINK "mailto:kirka@bdsra.org" ��kirka@bdsra.org�). 
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Fundraising News


Sara’s Hope


Crystal Lake, IL


Sara’s Hope is hosting a fundraiser. This fundraiser will take place April 18th from 6:00-9:00pm at Wool Street Grill in Cary, IL. Attendees can pay only $10.00 and help themselves to all-you-can-eat pizza. There will also be raffle drawings and prizes. All proceeds raised will benefit the Juvenile Trial. 





Emma’s Bayou Bash


Baytown, TX


Emma’s Hugs, created by friends and family of Emma Dunnam (INCL) are hosting their first ever Emma’s Bayou Bash on Saturday, March 21, 2009. The event is being held at the Eastside Honda from 11:00-6:00pm. Activities include a live and silent auction, children’s games and live music by Mean Gene Kelton. There will also be delicious BBQ food served up between 11:30-1:30pm. For more information about the event, please visit the Dunnam blog at � HYPERLINK "http://emmadunnam.blogspot.com/" ��http://emmadunnam.blogspot.com/�. 





Superhero Spaghetti Dinner


Concord, NC


Chris & Wendy Hawkins (sons Brandon & Jeremy—JUV) along with the Forest Hill UMC Men’s Group will be hosting a Superhero Spaghetti Supper on April 1, 2009. The dinner will last from 5:00-7:00pm and attendees can enjoy all-you-can-eat spaghetti for only $5.00! The dinner is being held to honor the county’s uniformed heroes including firemen, policemen, paramedics, etc.





Continued on Page 3
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It is also honoring two younger heroes, Brandon and Jeremy, for their fight against Batten Disease. For more information, please visit � HYPERLINK "http://www.ourboysjourney.com" ��www.ourboysjourney.com�. 





 MN Chapter Fundraisers


The Minnesota Chapter has been busy planning fundraisers. Here is a list of some of their upcoming events. We will provide updates as they become available!


April 23-25: Eagan Garage Sale done by Lois Shuros


June 6: Batten Disease Awareness Day event with Pottery Art Works. Activities include live & silent auctions, food and music.


June 26: Wine tasting event


September 19: 2nd Annual Highlandville Fun Fest





Korry & Rachael’s Research Roundup Crop for a Cure


Vacaville, CA


Amy Sharp (aunt to Korry and Rachael, CLN5) is hosting a 12 hour crop on National Scrapbook Day which is May 2, 2009. The event will last from 10:00am to 10:00pm. This all day event will include food, a silent auction, door prizes, a raffle and more scrapbook fun than most can handle! Tickets for the event are $. For more information, please visit the Roundup Crop for a Cure website at � HYPERLINK "http://www.researchroundup.org" ��http://www.researchroundup.org� .





MN Chapter 5K Run/Walk


St. Paul, MN


The Minnesota Chapter of BDSRA is hosting their annual 5K Run/Walk for Batten Disease on Saturday, May 2, 2009. The race is set to take place at Phalen Lake in St. Paul. 


Continued on Page 4
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Events will include a 5K run, 5K walk and a Kids Fun Run.


There will also be raffle drawings, face painting for the children, a silent auction, food, drinks, and more! Each year, the Minnesota Chapter is able to raise money for both research and family services. For more information on the Run/Walk, please visit the Minnesota Chapter’s website at � HYPERLINK "http://www.mnbdsra.org/" ��http://www.mnbdsra.org/�.





Team Jonathan in NC Marathon


High Point, NC


Lorie Williams, sister of Jonathan McCollum (JNCL) is running in the NC Marathon on May 2, 2009. She, along with friends and family, have formed a special team to honor Jonathon and raise money for BDSRA. The race starts bright and early at 7:00 am. For more information, contact Lorie at lwilliams3@familydollar.com





2nd Annual Hope for Batten Cure Run/Walk


Dallas, TX


Nancy Lowden (grandmother to Eric & McKenna Lowden—JNCL) is hosting her 2nd Annual Hope for Batten Cure Run/Walk on May 9, 2009. The event this year will include a 5K race around Bachman Lake, a 2 mile walk and a 1K Fun Run. All proceeds raised will go to Batten Disease research. The race this year is being held in memory of Kari Anderson. Kari passed away in 2008 after a long battle with Juvenile Batten Disease. For more information on the race, please visit the Hope for Batten Cure website at � HYPERLINK "http://www.bdsra.leapserve.com/" ��http://www.bdsra.leapserve.com/�. 


Continued on Page 5
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Race for a Miracle/Cook for a Cure


Mandeville, LA


This fundraiser is being hosted by the Mary Payton’s Miracle Foundation. The fundraiser will be held on Sunday June 7, 2009 in recognition of National Batten Disease Awareness Day. This will be a 5K race along the Mandeville Lakefront followed by a 1 mile fun run for children and a ‘Roll and Walk’ for children with special needs. The races will be followed by a jambalaya cook off and children’s festivities at the Mandeville trailhead. Sponsorship opportunities are available. For more information, please visit the Mary Payton’s Miracle Foundation website at � HYPERLINK "http://www.marypaytonsmiracle.com" ��http://www.marypaytonsmiracle.com�.





Ongoing Fundraisers


Dave’s HomeRoast Coffee


David Dahl (son Clifford—JNCL) has been in the coffee roasting business for awhile now. His kitchen and ovens becomes “roasting central” a few times a week. Dave was able to take his coffee roasting business to the internet and has begun serving customers all across the country. Dave sells his premium roasts for $10.00 per pound. Shipping is $5.00 for the first bag and $2.00 for each additional bag. All of the proceeds raised go toward the Juvenile Trial. Please visit Dave’s Etsy store at � HYPERLINK "http://www.daveshomeroast.com" ��www.daveshomeroast.com� and buy a bag of his coffee today! If you have any questions, please feel free to email Dave at � HYPERLINK "mailto:daveshomeroast@gmail.com" ��daveshomeroast@gmail.com�. 





Continued on Page 6





Family Services News


How to talk with your insurance company to get the things you need


Part one of a three part article


Many parents feel frustrated when it comes to finding services for their child. Even more frustrating is figuring out who will pay for the services. Insurance companies may claim to have an “open door policy” when it comes to the terms of your coverage, but unless you speak their language and know what to ask for, navigating the insurance system can seem like a nightmare.





There is a particular lingo or language used in the medical field and more often by insurance companies. An insurance company may claim to pay for services or equipment but when you call to ask what your coverage is, you may get the run-around. Knowing the language of the insurance company is half the battle. Here are a few common phrases used that you can also use when discussing things with your doctor or insurance company representative.





Home health care/aide: A home health aide is someone who will come into your home and help your child with his "activities of daily living (ADLs)". ADLs are anything from feeding himself, dressing himself, using the bathroom, bathing, taking medication, etc. If your child has a deficiency in any of these areas, or even multiple deficiencies, you should qualify for home health aide services. You will also need a prescription from your doctor for home health aide services.








Talk with your doctor about the ideal number of hours you would need. Think about all the times it would be nice to have someone home to help you. How many hours after school? How many hours on the weekend? 





Many doctors can refer you to a local home health agency. However, if you know of a home health agency in your community, don’t be afraid to ask your doctor to write you a prescription specifically for that agency. Be sure to check with that agency to make sure your insurance is accepted and that they serve children and adolescents. 





Durable Medical Equipment: When you start to look for wheelchairs and other medical equipment this is the term you'll use. You'll want to find out from your insurance company what their cap is for durable medical equipment. This includes any equipment or supply this is not expendable (aka you can't throw it away like diapers). Most insurance companies will allow you so much money over a 3 to 5 year period. They will also only allow you to buy one piece of a certain type of equipment once every 3 to 5 years. For example, you can only purchase one wheelchair and it must last you 3 to 5 years until the insurance company will pay for another one.





Work with a physical therapist or your pediatrician to find the ideal piece of equipment for your child’s needs. When looking at long lasting 





equipment, like a wheelchair, you’ll want to research all of your options and find the piece of equipment with the greatest durability and room to grow. Just think how much your child could grow between age 8 and age 13, a five year period. A prescription is also required for an insurance company to pay for durable medical equipment. Be prepared to obtain a letter from you doctor to justify the cost and type of equipment you want to purchase. It is unfortunately common for insurance companies to deny claims for big ticket items, like durable medical equipment. An appeal to the insurance company may be necessary if this should happen.





Be sure to read the article for July ’07 to learn more about the services covered by insurance companies and how to access them.





Amy K. Lombardi, MSW, LSW


Coordinator of Family Services


� HYPERLINK "mailto:kirka@bdsra.org" ��kirka@bdsra.org�


1-888-379-2546





Monthly Chat


Monday, April 20th


9:00pm EST/6:00pm PCT


This month’s chat will be hosted on the new chatroom. To access the chatroom, please go to � HYPERLINK "http://www.bdsra.proboards.com" ��www.bdsra.proboards.com�. Create a free username and password if needed. Login and click on the “chat” button on the right hand side of the menu bar. Enter your username and click “login”. A reminder will be posted on the Bulletin Board. Topic: Transitioning from school to summer.





First Quarter Honor Roll


BDSRA has been remembered many times in the past three months by family and friends of 


children with Batten Disease. To all of you we express our deepest appreciation.
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David Pfohl – INCL


Special Young Adult


Pages 3 & 4





Special Young Adult


David Pfohl—INCL


Manlius, New York


In late February 1997, two months after our return from Poland as missionaries, we noticed our second son, David, began to have difficulty seeing. Within a matter of weeks our 8 year old lost all of his central vision and some of his peripheral. Unbeknown to us, God knew what we were about to go through and in His goodness arranged for us to be placed in Manlius, NY in one of the best school districts in New York for visually impaired children. He surrounded us with friends and family to support us through his ordeal. In addition, He gave Warren an awesome job at Eastern Hills Bible Church as the fourth pastor of this growing church. 


	The initial diagnosis was Macular Dystrophy, a non-specific name to describe his loss. Until age 10 we thought David's problem was only visual. In an attempt to help us determine his need to learn Braille we pursued a more specific diagnosis. Little did we know the emotional turmoil we were about to face. While at Johns Hopkins in Baltimore, MD new unpronounceable terms like Olivo-ponto cerebellar atrophy and Neuronal Ceroid Lipofuscinosis were tossed around as possible diagnoses. With fear and trepidation our curious minds searched the Internet to discover the meaning behind these genetic storage diseases. Our worst nightmares were in black and white before our eyes. We comforted each other with the truth: nothing has been confirmed, the doctors don’t know yet, God is in control...


	We waited for over a month wondering what the testing results would prove. The phone call from the doctor was very disheartening. The doctor confirmed that David has a rare genetic disease called Neuronal Ceroid Lipofuscinosis, or Batten Disease, in which he lacks an enzyme necessary to break down and remove a fatty-protein from his nerve cells. His neurons are slowly filling up with material, eventually causing every body function to shut down. It begins with loss of vision, and progresses to seizures, cognitive and motor loss, speech, swallowing and death. Although David was displaying symptoms typical of the juvenile form of Batten's, he actually has a variant of the infantile form. There is no cure for any of the forms of NCL although some very exciting research is being conducted with hopeful therapies in sight. We were devastated. Could our other two boys be affected as well? To our relief it was confirmed they did not have Batten's. 


	We refused to believe there was nothing we could do to help our son, so when we heard of the possibility of an existing medication called Cystagon which assisted in cleansing cells, we jumped at the opportunity. David began a trial of Cystagon for several years. During this time his condition remained quite stable. Until age 12 David progressed cognitively along with his other peers and then began leveling off for several years. During his high school years he began to lose many of the cognitive and physical skills he had mastered and developed partial complex seizures. David remained verbal and ambulatory although has memory loss, cognitive difficulty, and trouble with balance and coordination.


	In June of 2007 David graduated from FM high school with an IEP degree. If asked what he wants to do with his life he would've told you, “to be a 3rd grade teacher.” Although unaware of the degree of loss he has experienced he still carried all the life dreams of every teen...college, career, marriage... Unfortunately his disease will preclude him from ever having these dreams come true in the traditional sense. However, our desire is to give David the richest possible life before Batten Disease robs him completely of his speech, mobility, and cognitive skills and he becomes bedridden.


	In January of 2008 David was approved in a state funded pilot program called Self Determination which allows people with special needs to set up a plan that focuses on their individual needs and desires. Instead of going into a workshop environment and/or group home, this program is tailored for the individual, allowing them a budget to hire their own caretakers and plan their own programs. To help him experience as


Continued on Page 4





many of these dreams as possible we set up a situation for David at Syracuse University to audit one or two classes, participate in some campus activities, and experience “college life”.  After a year of being a “college student” David decided studying was not his favorite activity. He now spends his time with various aides spending time out in the community and at home doing things that interest him. He loves making phone calls and although it is difficult and the conversation may make no sense, he is always thrilled to talk with people.  His favorite topics are baseball, football, cousins, church, and friends. His favorite teams are the Yankees, Packers, and SU basketball.


	David also has continued to receive services through the school system during the day (and will through his 21st year) being involved in various job training opportunities.  It was arranged for him to work at the local elementary school which he is very excited about, as well as the school store.  He and his assistant listen to children read, participate in the music classes, and assist in the library. We let him know he is a teacher and David feels like this dream has come true. 


This past year we have seen him digress significantly, especially in his ability to process information. He often gets stuck on a word or phrase and repeats it over and over (a short circuit in the brain) until he gets redirected or remembers what he is trying to communicate. He is also having much more difficulty with balance and motor planning. He is completely dependent now on others to take care of all his personal needs. 


You may wonder how we are doing emotionally. Overall, I can honestly say we have learned to experience God’s peace in the midst of “the storm”. We try to enjoy each day at a time living as normally as possible. It has caused us to probe God deeply about questions regarding suffering and hardship. Although we don’t always receive the answers we want, we are confident that He loves us and is in complete control of our situation. We currently are meeting with a counselor who specializes in Anticipatory Grief Counseling. It has been a very helpful process. 


What about our other children? Growing up with a brother who receives so much time and attention has had its challenges. We have tried to make their lives as normal as possible yet they have grown up bearing a burden most young people don't have to bear. Because David (20) wasn't diagnosed until 8 years old and he functioned normally until then, Christopher (22) and Daniel (15) had a very normal sibling relationship with their brother. As he declined Daniel's big brother became his “little brother”. Switching that role has been very difficult. Chris has been away at college so each time he returns he sees David's decline in a dramatic way. We recently discovered one is a carrier and the other is waiting for his results.


	Throughout the past 12 years we have prayed for God to do the impossible. We know it is not a question of whether He can, for He can do all things; His power is unlimited. It is a matter of whether it would fit into His plan. For reasons beyond our understanding God hasn't chosen to heal David in this world. Even so, each day He gives us what we need. God daily gives us glimpses into how He is using this horrible experience for good. We know that His grace is sufficient regardless.


David's life is a blessing to so many people. His enthusiasm for life and his love for people in spite of the challenges he must daily face are an inspiration to us as well as every one who is fortunate enough to know him. People's lives have been changed because of our amazing son. One thing that helps David and our family endure, besides knowing God is using him, is that because of his trust in Jesus Christ someday in heaven he will be given eyes that see and a new body. We look forward to that day.





Written by Brenda & Warren Pfohl


David’s loving parents
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These Board positions have a three-year term and will be filled through a general membership election in May. The Nominating Committee will approve a slate of qualified candidates based upon the following criteria:


1. Demonstrated commitment to the BDSRA mission.


2. Ability to devote time and energy to Board meetings and committee assignments


3. Demonstrated leadership skills


4. Ability to work well with others


5. Ability to communicate effectively





In addition, in order to meet specific needs within our organization at this time, we are specifically seeking board candidates with special skills and background in the following areas:


1) Major individual and corporate gift giving campaigns


2) Multi-media national / international public relations campaigns


3) Non-profit organization administration


4) Grant writing


5) Parent advocacy





Board members will be required to attend two in-person meetings (mid-winter and at the Annual


Conference) and participate in four to five telephone conference calls each year. Each member will be assigned an area of responsibility while also supporting various ad hoc committees on an as needed basis. Areas of responsibility include:


1) Medical Liaison


2) Legislative


3) Chapter Development


4) Education


5) Family Outreach


6) Finance


7) Fund Raising


8) Public Relations


9) Sibling Outreach





If you wish to apply for a Board position, or want to nominate someone else, please contact the Nomination committee members listed below.





Nominations will be accepted in via e-mail or mail and the nomination process will close on May 1.





Kim Zellmer      kim@zellmerlawfirm.com


Wendy Bills       wbills@murrayschools.org


Fred Weaver      fredweaver@comcast.net





Please note: In accordance with the Bylaws of BDSRA, ballots will only be mailed to those members who have paid their 2009 membership dues.


Travel Deals to St. Louis


Katie Godfrey, mother and long time member of BDSRA, has her own travel business and website. Katie would like to let everyone know that her site is available as you start to make plans for Conference.





It is time to start thinking about your travel arrangements for the annual conf. in St. Louis. If you are going to be flying please check out my website: � HYPERLINK "http://www.godfrey.rovia.com" ��www.godfrey.rovia.com�.





We have a meet or beat guarantee. There is also the ability to speak with a person to help you when making your reservations. Please take the time to become a preferred customer, there is no cost for this and you will get information on special deals. Feel free to compare other sites for the same flights; I think you will find that my website has better prices. This website can be used for and all of your travel and vacation needs. If you have any questions email me at � HYPERLINK "mailto:ktgodfrey@excite.com" ��ktgodfrey@excite.com�.


The Unconquerable Spirit


Batten Disease book by Kathleen Morton


Author and mother Kathleen Morton wrote the story of her daughter, Michele, and the struggles she faced finding services in an unfair and confusing bureaucratic system. Michele was diagnosed with Batten Disease at age eight. This story is written with humor, indignation, frustration, sensitivity, emotion, and compassion. It tells about the pitfalls,





the struggles, and the barriers a parent must endure and the determinations one must have in order not to be beaten down by the system.


Kathleen is offering a special offer to BDSRA families. For those wishing to purchase Kathleen’s book, BDSRA will receive 40% of the book’s cost as a donation. You can order “The Unconquerable Spirit” on Kathleen’s website: � HYPERLINK "http://www.kathleenmorton.com" ��www.kathleenmorton.com�. Be sure to email Kathleen and let her know how you learned of the offer. For more information, email Kathleen at � HYPERLINK "mailto:ktmorton@cox.net" ��ktmorton@cox.net�. 


South American Families Hold 2nd Annual Conference


BDSRA and CEMECO (Children’s Hospital of Cordova) sponsored a mini conference in Belo Horizonte, Brazil. The conference began on Friday afternoon, March 6 and ended Sunday morning. Families from Argentina and Brazil attended.


 


Guest presenters included Deputy Hely Tarquinio, secretary of the legislative assembly of the state of Minas Gerias, Brazil. Deputy Tarquinio talked about services in Minas Gerais and pledged to help families having children with Batten disease. Ines de Halac, Ph. D., talked about Batten disease and the testing that her lab does to identify Batten disease in South America. Dr. Luis Fernando Fonseca, a pediatric neurologist in Belo Horizonte, talked about Batten disease and the clinical presentation and progression. Dr. Elizabate Sant Anna da Costa, a specialist in physical therapy talked on the importance of physical therapy for children with Batten disease. Lance Johnston, Director, BDSRA, gave two presentations; one on research that is happening around the world and developing therapies and possible trials, the other about BDSRA, its programs and services and encouraged South America to become part of BDSRA. Saturday evening’s entertainment was provided by “Carona Brasil”, a quartet of ladies who have recorded songs. 


  


At the end of the meeting the families gathered and elected Raquel de Faria as President of the parent organization of South America. Drs. Halac and Sant Anna will act as advisors.





Cookie Lee Jewelry


Jessica Griffith, (in memory of sister Kari Anderson-JNCL) is a Cookie Lee fine fashion jewelry consultant. Jessica has graciously offered to donate a portion of her profits made from her Cookie Lee jewelry sales to BDSRA. To view Jessica’s jewelry, visit her website at � HYPERLINK "http://www.cookielee.biz/jessicagriffith" ��www.cookielee.biz/jessicagriffith�. When you place an order, be sure to mention “Batten Order” to ensure BDSRA and the Juvenile Trial receives the profits. Jessica is also selling a special line of pink jewelry in memory of Kari. The proceeds raised from this jewelry will also benefit BDSRA. If you have questions, please email Jessica at � HYPERLINK "mailto:jessicagriffith@cookielee.biz" ��jessicagriffith@cookielee.biz�. 





The Batten Project


Les & Deb Ham--Washington


Just like many of you our efforts to launch thebattenproject.com is very personal  - because we want to honor our son Daniel Yanak (JNCL—Vancouver, Washington) and do our part to give hope to children with Batten Disease.  To that end we began this journey with the commitment to donate the gross profits of a product (Perfect Empowered Drinking Water) that we sell to the Juvenile Trial – we are still doing that but the vision has grown.  We can't do this alone and we hope that you are willing to help us move this fundraising effort forward. Please visit our website at � HYPERLINK "http://www.thebattenproject.com" ��www.thebattenproject.com� to learn more about their mission and find out what you can do to help. Please contact Debbie or Les at 1-877-691-0437 with any questions.
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HONOR OF CATIE & ANNIE ALLIO


Ms. Andrea Allio  


MEMORY OF CURTIS ANTHONY


Ms. Christine Marchal


Ms. Jane Cutler		


Ms. Christina Defrancesco/ Mr. Haber


Mr. & Mrs. James Saltzgiver


Mr. Michael McNamara	


The Collachi Family		


Mr. & Mrs. Thomas Hipple


Mr. & Mrs. Lawrence Early


Ms. Dorothea Nieder	


Mom’s Club of Doylestown


Mr. & Mrs. Timothy Carter   


Ms. Carel Chapman		


Mr. & Mrs. John Zeil	


Ms. Carol Beck		


Mr. & Mrs. Ronald Saltzgiver


Ms. Lisa Tull			


Mr. William Davidson	


Mr. & Mrs. Robert Norton	


Mr. & Mrs. James Robinson 


Ms. Nancy Munshower	


Mr. & Mrs. John Marino	


Mr. & Mrs. David Distel	


Miscere, Inc.	  


MEMORY OF MARLENE BALZER


MOTHER OF BATTEN ANGEL JEFFREY BALZER


Ms. Robin Tabor		


Mr. & Mrs. Holton Easter	


Mr. & Mrs. William Eisel	


Mr. & Mrs. Gasper Benenati


Mr. & Mrs. Kenneth Chappell


MEMORY OF WHITNEY BARROW


Mr. & Mrs. William Mapes


MEMORY OF ABBY BORTZ


Mr. & Mrs. Daniel O’Connor


Mr. Ryan Bornbach		


MEMORY OF DANNY BREUER JR


Mr. Daniel Breuer


MEMORY OF DAVID BUCKOSKI


Ms. Kim Buckoski		


Ms. Deborah Buckoski	


MEMORY OF LULU CALDERON


Mr. & Mrs. Calderon Vinegrad


HONOR OF DANIELLE & HOLLY CARBREY


Forget Me Not Garden Club


Ms. Mavis Swanson	


MEMORY OF WILLIAM CARLSON


Block and Company	


Mr. & Mrs. Daniel Brody








Buck & Doug Brody	


Ms. Wendy Kennedy	


Mr. & Mrs. Kevin Weber


Mr. Charles Nellans	


Ms. Gretchen Edwardson	


Ms. Nancy Brody	


Surviving Vets–Air Squadron VA- 728/ VA -155	


Mr. & Mrs. Steven Hunt	


Ms. Joan Scannell		          


Mr. Robert Bobb	


Mr. Stephen Menconi	


Mr. & Mrs. Mark Carlson	


Mr. & Mrs. D. Bobb	 


Ms. P. Mereness	        


Mr. & Mrs. E. Ellefsen	  


Mr. & Mrs. Clifford Williams


Mr. & Mrs. Michael Karpman


Mr. & Mrs. Michael Schaefer


Mr. & Mrs. Kenneth Doenges


Mr. Enid Baxter		


Mr. & Mrs. Paul Somerstorfer 


MEMORY OF TREVOR CASTLE


Ms. Betty Jo Eaton		


MEMORY OF HANNAH CAULFIELD


Michael Caulfield                     


MEMORY OF MARGARET CONNER


Mr. & Mrs. Stanley Bier


Fosnaught Funeral Home	


Ms. Nina Antram	


Mr. & Mrs. Sardis Griffin


HONOR OF KEVIN COPOUS


Mr. & Mrs. Kenneth Copous 


Ms. Amy Bird  


HONOR OF CLIFFORD DAHL


Mr. & Mrs. Dennis Dahl  


Mr. & Mrs. Randy Dahl


Ms. Susan Dahl 


Mr. & Mrs. Dave Richevt


Mr. & Mrs. David Dahl	


Oprofits			


Mr. & Mrs. Brian Anderson


Ms. Jean Horner


HONOR OF NICHOLAS DAINIAK


Anonymous			


Mr. & Mrs. William Obrieter


Mr. & Mrs. Gerald Hartigan


Ms. Roberta Froome	


Mr. & Mrs. Weily Soong





Mr. & Mrs. James Sullivan	


Ms. Jacqueline Rodgers	


Mr. & Mrs. John Dainiak	


Ms. Anne Parshall 		


Ms. Nancy Cadieux	


Mr. & Mrs. James Antonucci


Ms. Katie Gervais		


Mr. & Mrs. James Martin	


Ms. Elaine Bowen		


Mr. Mrs. Nicholas Naioti	


Mr. & Mrs. Christopher Dainiak


Gen. & Implant Denistry


Mr. & Mrs. Robert Noyes	


Mr. & Mrs. Marc Therrien	


Ms. Margaret Mallett	


Mr. Neil Bar-or		


Mr. & Mrs. Kenneth Raley


Mr. Christopher Dainiak


MEMORY OF MEGAN DEPEW


Ms. Elner Addington	


Mr. & Mrs. Nelson McGahan


Ms. Dorothy Olson		


Mr. & Mrs. Norman Connor


Mr. & Mrs. Greg Stacey


Phyllis DePew 		


Ms. Jacqueline McDonald


Ms. Lisa McDonald


Mr. & Mrs. John Brockway


Mr. & Mrs. Steven Delaney


Mr. & Mrs. Michael Grosebeck


Mr. & Mrs. Brad Conner	


Mr. & Mrs. Lenny Blaker	


Mr. & Mrs. Bob Rossiter	


Mr. & Mrs. Icevin Breeding


Mr. & Mrs. Gregg Shevan	


Ms. Kim Chapman		


Ms. Jean Clark		


Mr. & Mrs. Ron Repeke	


MEMORY OF MEGAN DEPEW &


IN THE NAME OF KELLY McDONALD


Mr. Jeremy Bergman	


HONOR OF MR. & MRS. CHUCK DOUMITT


The Star Center	


MEMORY OF MARY ELKINS


Mr. & Mrs. Christopher Scott


Mr. & Mrs. Lawrence Holst


Mr. & Mrs. Adren Etheridge


MEMORY OF ERIK & JON EVENSON


Mr. & Mrs. Tom Swanson	








HONOR OF RYAN FARET


Ms. Elna Faret	


Ms. Clare Casale		


Ms. Jutta Van Allen


Mr. & Mrs. James Thomas	


HAPPY NEW YEAR MS. ELNA FARET


Mr. & Mrs. Robert Hasbrouck


HONOR OF CHRIS GAINES


Roebuck Elks Lodge	               


MEMORY OF COURTNEY GUNTHER


Mr. & Mrs. Melton Frederick


HONOR OF KELSEY HARDIN


Ms. Kathleen Moore	


HONOR OF JESSICA HYNIE


Mr. & Mrs. John Ross	


Mr. & Mrs. Daniel Hynie	


Mr. & Mrs. Andreas Kompier


Ms. Connie Koskela	


Mr. & Mrs. James McDaniel


Mr. & Mrs. Rick Wylie


Ms. Cynthia Fake	


Ms. Shirley Bisset		


MEMORY OF JAMIE JERSHA


Mr. & Mrs. Brian Reese	


MEMORY OF ELAINE JOHNSTON


Mr. & Mrs. Melvin Wyse	


Mr. & Mrs. J.R. Maynard	


Mr. & Mrs. Chris Hawkins


Mr. & Mrs. William Scheerer


Mr. & Mrs. Robert Wilhelm


Ms. Elna Faret


Mr. & Mrs. Zellmer		


Mr. & Mrs. William Milani


Mr. & Mrs. Pavlo Simtikidis


BDSRA LA Chptr		


Ms. Mary Oakes & Nikolajevs Family


Ms. Pam Brush		


Mr. & Mrs. Donald Wells	


Ms. Bonnie Thompson


Castle Remodeling		


Mr. & Mrs. Thomas Vierhile


Mr. & Mrs. Charles Steele II


Mr. & Mrs. Alain Isnard	


Ms. Irena Newcombe	


Ms. Terry Lerner		


Mr. & Mrs. Daniel Ystesund


CNS Staff


Mr. & Mrs. Randall Hatchett


Mr. & Mrs. Carl Schwartze


Mr. & Mrs. Martin Katz	


	





Mr. & Mrs. Richard Sellan


Mr. & Mrs. Derek Carter	


Mr. & Mrs. Jeffrey Anlauf	


Mr. & Mrs. Clinton Calvert


Mr. & Mrs. Calderon Vinegrad


HONOR & MEMORY OF AUNT ELAINE 


Ms. Kelly Routhier & Family


HONOR OF DANIEL KERNER’S 9th BIRTHDAY!


Ms. Kathleen Ron		


MEMORY OF JULIE LEFFLER


Ms. Gail Waters	


HONOR OF NOLAN LEIS


Mr. & Mrs. Chad Leis	


Mr. & Mrs. Robert Gollnik


Ms. Jill Thompson		


HONOR OF AARON LESHKO


Mr. & Mrs. Bob Leshko	


MEMORY OF ZANE LEWIS


Ms. Sharon Grabill		


MEMORY OF BRIELLE LEE LINDNER


Mr. Bill Sampieri		


Ms. Valarie Niessner	  


MEMORY OF MATTHEW LOWTHER


Ms. Deborah Lowther	    


HONOR OF JOEY MILANI’S 16TH B-DAY


Dr. & Mrs. John Newby	


Dr. K. & Mrs. Mansouri


HONOR OF JOEY & MEMORY OF BILLY MILANI


The Lauterbach Family	


HONOR OF THE MILANI FAMILY 


Mr. & Mrs. Steven Van Spankeren


Mr. & Mrs. Jeff Van Spankeren


Mr. & Mrs. William Kraft


HONOR OF JEFFREY MONTAVON


Mr. & Mrs. W.G. Phalen	


MEMORY OF MICHELLE K. NEWELL


Mr. & Mrs. James Caster	


The Lock Family


MEMORY OF CAROLINE NICHOLS


Friends at Cypress Point Golf Course


HONOR OF DANNY ORTLAND


Ms. Carol Swarbrick	


HONOR OF DAVID PFOHL


Mr. Daniel Pfohl		


Easter Foundation





MEMORY OF FRANK JOSEPH POMPI


Mr. & Mrs. Donald Visconti


HONOR OF MADISON PUGH & MEMORY OF


AN AUNT RECENTLY PASSED


Ms. Glenda Chaconas


MEMORY OF VELMA SALOW


Mr. & Mrs. Stephen Thompson


MEMORY OF CHARLIE SCANLON, JR


Mr. William Haddad


MEMORY OF THOMAS SCHULTZ


Mr. Seth Gausnell		


Mr. & Mrs. Randall Rhyner


Mr. Thomas Brill		


Mr. & Mrs. Curtis Tideman


Mr. & Mrs. John Turner	


Mr. & Mrs. Michael Gaughan


Mr. & Mrs. Donald Poulson


Mr. & Mrs. Timothy McCarthy


Mr. & Mrs. Brent Erwood	


Mr. & Mrs. Christopher Sweeny


Ms. Ann Flynn		


Ms. Kimberley Osborne	


Mr. & Mrs. Ryan Hare	


Mr. & Mrs. Robert Gastel	


Mr. & Mrs. Craig Hill


Mr. & Mrs. William Younger


Raffie Anderson		


Mr. & Mrs. Thomas Leonard


Mr. & Mrs. Ron Gordon	


Ms. Nancy Kitts		


Mr. & Mrs. Gregory Drown


Mr. & Mrs. Jared Welch


Mr. & Mrs. John Franke	


Mr. & Mrs. Peter Gram	


Mr. & Mrs. Eric Hockstad	


Mr. & Mrs. Tracy Thomas	


Mr. & Mrs. Frazier Bell	


Mr. & Mrs. George Heil   


Mr. & Mrs. Robert Ravenhill


Mr. & Mrs. Michael Grady


Mr. & Mrs. Robert Mitchell


Ms. Majorie McEnamy	


Mr. & Mrs. James Gates	


Frances Scantling		


Benchmark Insurance


Buckley & Buckley Att. At Law


Mr. Scott Mann		


Mr. & Mrs. Don Wood    


Paul Law Firm





C.A. Lyden	


Mr. George Archer		


Brown & Dunn Att. At Law


Mr. & Mrs. Kris Smith	


Mr. & Mrs. Robert Ebert	


Ms. Jennifer Dillavou	


Mr. & Mrs. Jerry Zimmerline


Ms. Kathleen Schultz	


Mr. & Mrs. Gary Dauer	


Mr. Brian Stegeman	


Emerald Court Reporting LLC


Mr. & Mrs. Leonard Frischer


Mr. & Mrs. Steven Wilcox	


Leawood Middle School, PTO


Mr. & Mrs. Van McElvan	


Ms. Lana Woolsey		


Mr. & Mrs. Michael Regan


Mr. & Mrs. James Gunn	


Ms. Marianne McCabe	


Ms. Kelly Lantefield	


Mr. & Mrs. Ron Hayes	


Mr. & Mrs. Nathan Reed	


Mr. & Mrs. Thomas Fritzlen


Engel & Geier, P.A.		


Ms. Cynthia Cohen		


Ms. Page Bellamy		


Mr. & Mrs. Atul Patel	


Ms. Janet Crawford		


Mr. & Mrs. John Goodwin


Mr. & Mrs. David Welte	


Mr. & Mrs. William Oades


Ms. Nina Sanders		


Tokeneke School Sunshine Comm.


Mr. & Mrs. Joseph Morrissey


Mr. & Mrs. Daniel Stevenson


Mr. & Mrs. Lawrence Engel


Mr. & Mrs. SJ Orpin	


MEMORY OF KARLIE SKAVLEM


Mr. Noel Thomas		  


MEMORY OF SARAH SPROGER


Mr. & Mrs. Phil Sproger


MEMORY OF JOHN & CHRISTINE STURM


Mr. Robert Sturm 


Mr. Miquel Uribe


HONOR OF SURREY FAMILY


Mr. & Mrs. David Franklin


IN MEMORY OF CAROLYN WILHELM


Mr. & Mrs. Thomas Shanks                       


Mr. & Mrs. Gary Ransick


HONOR OF MADELINE ZELLMER


Mr. & Mrs. William Shell	


Ms. Ruth Zellmer





FAMILY SERVICES & OPERATING


Ms. Deborah Terry		


Mr. & Mrs. Michael Boeckmann


Shawn Riley			


Bienenfeld, Lasek & Starr, LLC


Mr. & Mrs. James Wellner	


Mr. & Mrs. Steven Northrup


Anonymous		 


Mr. Leslie Ham		


Anonymous          


Ms. Debra Ham		


Vladislav Verbin		


Ms. Zuzana Gedeon	


Ms. Judith Block		


Fishing with Bear LLC


Nick’s Battle			


Heart of America BDSRA         


Ms. Debra Chopel		


Mr. & Mrs. Shane Crawford 


London Ohio Eagles #950	


Anonymous - ECF of the Boeing Co.


Karl Senner, INC		


Ms. Jane Emanuel		


Mr. & Mrs. Daniel Hynie	


Ms. Diana Howard		


Mr. & Mrs. Douglas Klee	


The Brett O’Keefe Family	


Ms. Sharon Grabill


Mr. Gregory Toth


RESEARCH


Mr. Thomas Cornell	      


Chevron Matching  


Ms. Erica Abrams


Anonymous


HONOR OF AUDREANNA & ALEXANDRIA ALBAUGH


Mr. & Mrs. Richard Albaugh


Ms. Bernadette Demoura                                     Ms. Erica Abrams


JUVENILE TRIAL


Dr. & Mrs. Charles Lavis	


Heart of America BDSRA	       


Nick’s Battle			


Ms. Jennifer Majeski	


Ms. Kay Dinitri		


Anonymous	


MEMORY OF BILL & MARGARET ROSCHE


Ms. Marilyn Rosche	


Mr. & Mrs. William Bessette


Int’l Benefits Administrators


Ms. Laura Wells





Mr. John Agro  


Ms. Donna Kush	


Mr. Adam Snyder	 


Mr. John Vacanti		


Ms. JoAnne Hill		


Ms. Julie Smerdel		


Mr. & Mrs. L. Bruce Ham	


CHRISTMAS APPEAL


Ms. Catherine Marshall	


MEMORY OF LISA YOUNG


Ms. Barbara Young		


MEMORY OF JUSTIN LAVEN


Mr. & Mrs. Robert Hagen	


HONOR OF ELNA FARET


Mr. & Mrs. Jay Gassman	


HONOR OF CHARLENE JASPER


Ms. Stacy Jasper 


HONOR OF AMANDA & LEAH FITZGERALD


Mr. & Mrs. Richard Grob	


MEMORY OF GARY GEORGE


Mr. & Mrs. John Niemi	


HONOR OF RYAN MAYNARD


Mr. & Mrs. Jeffrey Cutter


CONFERENCE


Anonymous        		        


Wash. State Univ. Faculty & Students


DONATIONS TO CANADIAN CHAPTER


2008 Toast to Dionysus Event:


Mastronardi Estate Winery


Erica Pleiness


Beth Yeh


Deborah Barnes


Mr. & Mrs. Ed Charamba


Dina diMenna


Shawn Diewold


Jeff Krause


MEMORY OF LEVI GRANT


Sheri Grant


MEMORY OF DANIEL RODGERS


Maria Veliscek


Elaine Chalifoux


Stu Mackay


MEMORY OF FRANCE PICHETTE


Mr. & Mrs. Clarence Savoie


Lise Casgrain


MEMORY OF NONA LYN NICKERSON


Cynthia Nikerson


GENERAL DONATION


Manitoba All Charities


United Way (Toronto and Oshawa Ontario)


Mr. & Mrs. Scott Cross	
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Musculoskeletal: muscle tension, trembling


Presence of pain from any source


Psychoemotional status


Patient and Family’s understanding of the advanced illness.


Patient concerns and worries, including those about their illness itself, the symptoms, or the management of symptoms


Stresses affecting the patient or family; any change in health, marital status, family unit; living arrangements, responsibilities, employment, or financial status.


Self-appraisal of patient and patient adjustment of these changes.


History of substance abuse: alcohol, nicotine prescription medications, or illicit drugs


History of an anxiety disorder, depression, or other mental health disorder, including time since diagnosis, treatments, ongoing interventions, and current status.


Presence and severity of anxiety at this time


Feelings of uneasiness, tension or restlessness


Presence and severity of observable signs of physiologic changes associated with anxiety


Resources available to manage  anxiety; social support, religion, recreational or social activities, support groups, professional assistance








Spiritual belief system, including spiritual meaning of experiences, beliefs about an afterlife and existential concerns and questions


Many of our children with Batten Disease fit into these patterns with having some anxiety or extreme anxiety.  What do we do with them and how can we help them fit into a “more” normal routine.  Where do these horrible, horrible outbursts of anger come from, these terrible hallucinations come from?





Due to the length of this topic, the “Coping Skills, Education and the possible Medications that may be of some Help” will be included in the next issue of the Illuminator.





BDSRA Clinical Database


As many of you may know, BDSRA maintains a clinical database on many of the children. This database contains information on medication history, symptom history, a child’s doctors, etc. We are in the process of updating the information in this database. Over the next several months, families will be emailed a notification that we would like to update your child’s information. You will then receive a phone call from a BDSRA staff person asking you to work with our intern, Kamillya, to update the information. This information is helpful to both us and the researchers we work with. Your participation and cooperation with this effort is greatly appreciated. If you have any questions, please contact Nancy Carney at � HYPERLINK "mailto:nancycarney@bdsra.org" ��nancycarney@bdsra.org� or 1-877-642-5512. 











First Quarter Honor Roll


continued





11








From the Nurse’s Corner


Article by Nancy Carney


� HYPERLINK "mailto:nancycarney@bdsra.org" ��nancycarney@bdsra.org�


1-877-642-5512


This time we will be talking about anxiety and what anxiety does to our bodies.  The definition of anxiety is a vague uneasy feeling of discomfort or dread accompanied by an autonomic response; the source is often nonspecific or unknown to the individual; a feeling of apprehension caused by the apprehension of danger.  It is an altering signal that warns of impending danger and endangers and enables the individual to take measures to deal with threat.


Anxiety is an experience of diffuse apprehension or uneasiness, often accompanied by feelings of uncertainty and helplessness and activation of the autonomic nervous system.





Subjective Experiences Associated with Anxiety”


Apprehension, uneasiness, fear


Tension or nervousness


Irritability


Restlessness


Loss of control (feelings of helplessness, angry, outbursts)


Increased attention with mild attention, difficulty concentration with increasing anxiety)


Physical discomforts: headaches, pains in head, back, neck or chest; nausea; hot or cold flashes.


Observable Signs of Anxiety


Tense posture


Fidgeting fingers or clothing


Frequent or signing


Drying and licking of dry lips


Trembling


Insomnia








Changes in communication; Quieter or more talkative than usual


Changes in  speech; pitch higher then normal, voice tremors 


Clenched jaw or grinding of teeth.





Physiological Signs of Anxiety


Changes in Vital signs; increase in heart rate, respiratory rate, and systolic blood pressure 


Diaphoreses


Flushing or pallor


Dry mouth


Dilated pupils


Urinary frequency or urgency


Diarrhea


Fatigue





History & Physical Examination


Because anxiety is characterized by a variety of subjective feelings, observable behavior, and physiologic changes and has multiple causes, the history and physical examination include assessment of physical, psychological and spiritual issues.


General appearances: dress, hygiene, motor activity, facial expression, and speech pattern


Primary and secondary medical diagnoses, noting those with a potential for complications with anxiety symptoms; for example. Bone metastasis and hypercalemia, lung disease and hypoxia, syndrome of inappropriate antidiuretic hormone (DIADH) and hyponatremia)


Systems Review


Cardiovascular; tachycardia, increased systolic pressure, angina. Facial flushing or pallor, diaphoresis


Respiratory :  dyspnea, tachypnea, signs of hypoxia


Gastrointestinal: nausea, vomiting, diarrhea


Continued on Page 6








