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ABSTRACT 

Motor neurone disease (MND), or amyotrophic lateral sclerosis (ALS), 

is a neurodegenerative disorder of unknown aetiology. Progressive 

motor weakness and bulbar dysfunction lead to premature death, 

usually from respiratory failure. Confirming the diagnosis may initially 

be difficult until the full clinical features are manifest. In the absence 

of curative or disease modifying therapy, management is supportive 

and requires a multidisciplinary approach. Despite the disease being 

very rare, has attracted a lot of attention, as its devastating course 

places it at the centre of the ethical debate about end of life decision 

making and physician assisted suicide. 
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INTRODUCTION 

Motor neurone disease is a rarely devastating illness which leads to progressive paralysis and 

eventually death. Motor neurone disease is largely a sporadic disease of middle and elderly 

life presenting in the sixth and seventh decades, although the disease can rarely present in 

much younger patients. The classic form of the disease is also referred to as amyotrophic 

lateral sclerosis and presents with a mixture of upper and lower motor neurone features. 

Classic motor neurone disease tends to be focal in onset, with a particular group of muscles 

affected first. Of the three recognised patterns—limb, bulbar and respiratory onset—limb 

onset is by far the commonest.  

 

Bulbar onset motor neurone disease occurs in about 20% of those affected. The first sign is 

usually slurring of the speech, caused by impaired tongue movement, which may be 

accompanied by obvious wasting and fasciculation of the tongue. Dysphagia tends to occur 
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later, when speech difficulties have become significant. Bulbar symptoms in motor neurone 

disease, as with other causes of pseudobulbar palsy, are often associated with emotional 

lability, manifesting as inappropriate laughing or crying.  

 

The least common pattern of onset is when the respiratory muscles are affected first. Patients 

may present with dyspnoea and orthopnoea or more subtly with the clinical features resulting 

from hypoventilation overnight, including frequent waking, unrefreshing sleep, 

hypersomnolence, and early morning headaches. 

 

CASE REPORT 

This is a case report of 64 year old man who was diagnosed with Motor Neuron Disease 

(MND). Patient was apparently asymptomatic till Jan 2017 when he complained of slurred 

speech which increased over the period of 3 months. In March 2017 his dysarthria increased 

and was associated with deviation of mouth to the right. There was no history of dysphagia, 

diplopia, weakness or numbness of limbs and no alternation in taste sensation. There was no 

history of fever. 

 

He was a known case of HTN, DM Type II and was on regular anti hypertensives and oral 

anti diabetic drugs. He was addicted to alcohol consumption and smoking. 

 

He was adviced ENT opinion where his dysarthria was confirmed and there were signs of 

pooling of saliva. For this he was advised upper GI endoscopy which revealed erosive antral 

gastritis.  

 

As there was no relief in complaints he visited Neuro Centre. By this time there was 

progressive weakness and wasting of bilateral upper limbs more than lower limbs. There was 

weakness and wasting of tongue with fasciculations. 

 

His MRI brain revealed mild dilatation of ventricular system and right basi frontal region 

shows focal areas of gliosis with associated mild perilesional edema. His fasting plasma 

glucose was 116mg/dl and post lunch plasma glucose level was 260mg/dl. His blood 

homocysteine levels were raised to 3128 µmol/L which is an independent risk of cerebral 

vascular disease. 
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His carotid Doppler study showed echogenic plaque in right proximal internal carotid artery 

and increased intima media thickness in bilateral common carotid arteries which is suggestive 

of atherosclerotic changes. 

His EMG of tongue changes were suggestive of ongoing + chronic denervation and 

reinnervation – thus chronic neurogenic changes. Thus he was diagnosed with? MND in 

March 2017 and was started on Riluzole 50 mg. He continued this for 4 months but with very 

little improvement. Then in Aug 2017 he visited Dr. Appa Rao’s clinic and started his 

immunotherapy treatment. He is now better and has been seen improving day by day and 

there is a decrease in symptoms with reduction in slurring and is able to carry out his normal 

routine life. 

 

Injection Human normal immunoglobulin (12 mg) and histamine dihydrochloride (0.15 mcg). 

Two vials once in three days (3 doses) followed by two vials once in a week until 8 weeks. 

Aceclofenac 100mg twice a day for one month. Prednisolone tapered and maintained 5 mg 

per day. Ranitidine 150mg once a day in the morning. Tomato, Banana fruit, Prawns and 

milk were restricted in nutrition.  

 

After two months of Dr. Appa Rao’s immunotherapy patient condition has improved and his 

there is a definite decrease in slurring of speech. This is definitely a positive sign for the 

patient to be motivated. He is supposed to be on maintenance therapy as he is vulnerable to 

relapse for any immunological insults. 

 

DISCUSSION 

Although described in the mid-19th century, ALS-MND has proved to be one of the most 

puzzling neurodegenerative diseases and remains mostly untreatable.  

 

Most patients with MND have probably lost a very significant proportion of motor units by 

the time they are seen by a neurologist and effective treatment and arrest of the process of 

degeneration will require a precise profile of the molecular events that occur early in the 

disease process. 

 

A diagnosis of motor neurone disease relies on interpretation of the clinical symptoms and 

signs and use of investigations to exclude other causes. A person who presents with a 

painless, progressive loss of function in a weak, wasted limb or with one of the presentations 

described above would benefit from a neurological opinion. The is a lack of definitive test 
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and this can cause problems, particularly if patients present very early after onset of 

symptoms. 

 

In these cases waiting and observation of the condition over weeks and months are needed. 

As with other disorders with such a grave prognosis, alternative cause for the patient’s 

symptoms and signs must be excluded. Several conditions can mimic motor neurone disease 

and may be treatable, and it is important to consider these. 

 

Giving a diagnosis of motor neurone disease to a patient and their family, as with breaking 

any bad news, is a difficult task. 

 

Riluzole is the only drug identified to have a beneficial effect on survival, following a double 

blind, randomized placebo controlled trial in patients with the common amyotrophic lateral 

sclerosis variant of motor neurone disease. The effect is modest, with a prolongation of life of 

approximately 3-4 months on average. 

 

The greatest advance in recent years in treating motor neurone disease has been the discovery 

of the beneficial effects of non-invasive ventilation, in which the patient uses a mask 

ventilator system (usually bilateral positive airway pressure) overnight during sleep. 

 

A randomised controlled trial found a median survival benefit of about seven months in 

patients with good bulbar function using non-invasive ventilation. 

 

Given the evidence that oxidative damage by free radicals occurs as part of the pathogenic 

process in motor neurone disease, there has been great interest in trialling antioxidant 

treatments. The results have been disappointing. 

 

Most patients will eventually have difficulty swallowing. Early in the disease dysphagia can 

be managed by an experienced speech therapist and dietitian. 

 

CONCLUSION 

There is an urgent need for new therapeutic agents to emerge. Current knowledge would 

suggest that, whatever the initial insult triggering the disease, a number of biochemical 

pathways are activated downstream leading to motor neurone death. Despite a focus on 

helping people to live with motor neurone disease after diagnosis, inevitably the disease will 

progress, and the provision of effective end of life care is very important. Hospice care is an 
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option for patients entering the later stages of disease, and this can be introduced gradually as 

a form of respite for caregivers. It is important to improve the quality of life and not just 

duration of survival. This should be a part of the measure of effectiveness of drug regimens. 

This immunotherapy from Dr. Appa Rao may provide a new dimension in management of 

motor neurone disease as it has a potential to increase the quality of life of people presenting 

with such degenerative disorder. 
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