
March – 2008


Batten Disease is an irreversible, always-fatal disease that strikes children at a young age with heartbreaking consequences. Dr. David Pearce, a Batten Disease specialist, examines the genetic and autoimmune characteristics of the illness in hopes of one day contributing to a treatment or cure.

To get the whole story, go to www.WhatAYear.org and click on the 03.08 icon.

1. Human beings are diploid organisms. To a geneticist, what does that mean?

2. On average, humans inherit 3 defective copies of genes out of the total of about 40,000 genes that we inherit from our parents. Generally, why are the defective genes not a problem?

3. Explain what the author means by respiration.

4. Batten Disease is characterized as a neurodegenerative disease. Explain what a neurodegenerative disease is.

5. List the typical progression of Batten Disease.

6. Batten Disease is not common. What is the approximate occurrence in the US?

7. What actually appears to cause Batten Disease?

8. What is the difference between being a carrier of a disease and actually having the disease?

9. If both parents are carriers of the defective gene that leads to Batten Disease, what is the chance that a child will get the disease?

10. Describe the log-rolling test for mice. What is the performance difference in the log-rolling test between normal mice and mice without the gene CLN3?

11. When neurons fire, they send a chemical across the synapse to the next neuron. If neurons don’t calm down and “rest” after that, they may eventually die. Dr. Pearce speculates that loss of brain cells in this fashion may contribute to Batten Disease. Describe the glutamate experiment he and his colleagues undertook to combat Batten Disease.

12. Another aspect of Batten Disease is its autoimmune component. Dr. Pearce has demonstrated that children with the disease have autoantibodies. How did he and his team study this autoimmune component of the disease?

Here are some further topics to think about and research.


Student Worksheet


What A Difference A Gene Makes – Studying the genetic basis for the rare but devastating illness called Batten Disease - the work of Dr. David Pearce and his colleagues at the University of Rochester.





In addition to Batten Disease, other illnesses have been linked to one or more specific genes. Investigate one of these illnesses, learn its characteristics, and learn whether it is sex-linked or not, dominant or recessive, and any other interesting characteristics.


When physicians speak about a chronic condition, what do they mean? What is the opposite of a chronic condition?


Batten Disease has an autoimmune component. What are some other autoimmune diseases and how do they manifest themselves? How do they progress? What are the treatments for them?




















