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IN THE EYES OF NIHé
KENNEDYõS DISEASE IS A MOTONEURONDISEASE

NIH definition 

éprogressive neurological disorders that destroy motor neurons, the 

cells that control essential voluntary muscle activity such as speaking, 

walking, breathing, and swallowingéWhen there are disruptions in the 

signals between the lowest motor neurons and the muscle, the muscles 

do not work properly; the muscles gradually weaken and may begin 

wasting away and develop uncontrollable twitching (called 

fasciculations)http:// www.ninds.nih.gov/disorders/motor_neuron_diseases/detail_motor_neuron_diseases.htm

http://www.ninds.nih.gov/disorders/motor_neuron_diseases/detail_motor_neuron_diseases.htm


WORKING ASSUMPTIONS

ÅMotoneurondeath accounts for the progressive loss of motor 

function in motoneurondisease

ÅBecause motoneurons die, it must be that the toxic agent acts 

directly in motoneurons to cause their death 

ÅMuscle wasting in motoneurondisease accounts for the loss of muscle 

strength

ÅLoss of muscle strength is a secondary event caused by a loss of 

synaptic connections from motoneurons to muscle fibers



WHAT IS MY GOAL?

I want toé 

UNDERSTAND WHY MOTOR FUNCTION DETERIORATES

WHAT ARE THE EVENTS THAT TRIGGERS MOTOR DYSFUNCTION EARLY ON

WHAT ARE THE EVENTS BEHIND THE PROGRESSIVE WORSENING OF MOTOR DYSFUNCTION OVER TIME



MY APPROACH? 

ÅI am opportunisticéI study different mouse models of KD developed by different 

investigators 
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WORKING ASSUMPTION #1
MOTONEURONDEATH ACCOUNTS FOR THE 
PROGRESSIVE LOSS OF MOTOR FUNCTION IN 
MOTONEURONDISEASE


