Motor Neurone Disease 
Presentation, Features and Natural History
· Selective loss of neurones in the motor cortex, cranial nerve nuclei and anterior horn cells (UMNs and LMNs)
· NO SENSORY LOSS/SPHINCTER DISTURBANCES 
· This distinguishes it from MS and other polyneuropathies 
· MND never affects the eyes distinguishing it from myaethesia gravis 
· Slightly more common in males 
· Median age of onset 60 
· Often fatal within 4 years 






Clinical Features 
· Patient >40 years with
· Stumbling spastic gait
· Foot drop 
· Proximal myopathy 
· Upper limbs > lower limbs 
· Weak grip (door handles difficult) 
· And brushing hair (shoulder abduction) is hard 
· Aspiration pneumonia 
· Cramps and fasciculations may precede other signs 
· Symptoms are usually asymmetrical at onset 
· UMN Signs(CHUBS) 
· Clonus, Hypertonia, Upgoing plantar reflexes, Brisk reflexes, Spasticity
· LMN Signs (WHArF)
· Wasting, weakness, hypotonia, areflexia, fasciculation  
· 4 clinical presentations 
· Amyotrophic Lateral Sclerosis (50%)
· Loss of both the UMNs and LMNs and so signs would be mixed e.g. wasted arms with brisk reflexes 
· Rizulole used to prolong life by about 3 months
· Progressive bulbar palsy (10%)
· Only affects CN 9 – 12
· Often progresses to ALS 
· LMN lesions of the tongue and muscle of talking and swallowing 
· TONGUE  flaccid, fasciculations 
· PHARYNX  weak swallow 
· LARYNX  quiet speech, hoarse and nasal progressing to loss of speech 
· Limbs are usually involved 
· WORST PROGNOSIS 
· Progressive muscular atrophy (10%) 
· Anterior horn cells only therefore no UMN signs 
· Affects distal muscles first with a better prognosis than ALS 
· Primary lateral sclerosis (Sclerosis = Stiff = UMN)
· Affects the motor cortex only producing UMN signs. Usually affects the legs first then the trunk, upper limbs and the brainstem 
· Marked leg spasticity 
· Pseudobulbar palsy  UMN BULBAR LESION
· Slow tongue movements 
· Speech is slow and deliberate 
· Increased jaw jerk
· Increased pharyngeal and palatal reflexes
· Emotional labiality 
· EMG may reveal denervation 
· Prognosis: 3-5years if disease is progressive but 10% may survive up to 10 years 
· Patients with LMN signs only and a younger onset have a better prognosis 


























