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Abstract: 

 Metabolic disorder for Hyperammonemia is characterised by an excess of ammonia release in 

blood by several inborn errors of protein metabolism. In milder cases symptoms are vomiting, 

headache, and ataxia, irritability, and gait abnormalities and in higher cases Seizures, 

encephalopathy, coma, and even death can occur by suspected, the patient should be managed 

in a hospital with access to basic metabolic tests, first-line hyperammonemia medications, 

dialysis facilities, and metabolic specialists. 

Keywords: Hyperammonemia, excess ammonia, blood, protein metabolism and metabolic 

tests. 

Introduction: 

Hyperammonemia body function metabolic disorder characterised by an excess of ammonia 

release in blood for the dangerous condition that may cause brain injury and death and  

Ammonia is a nitrogen containing substance which is a product of the catabolism of protein. 
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Causes of Hyperammonemia: 

1. Primary Causes: 

The primary function is caused by several inborn errors of protein metabolism that may be 

characterised by reduced activity of any of the enzymes in the urea cycle. 

2. Secondary Causes: 

Secondary function activity is caused by inborn errors of intermediary metabolism, which may 

be characterised by reduced activity of enzymes that are not part of the urea cycle or 

dysfunction of cells that cause major contributions to metabolism. 

Symptoms of Hyperammonemia: 

This Hyperammonemia Symptoms including by vomiting, headache, ataxia, irritability and 

gait abnormalities in milder cases. Seizures, encephalopathy, coma, and even death can occur 

in cases with ammonia levels greater than 200 micromole/L. 
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Patients may develop an intellectual disability, behavioural and psychiatric symptoms in 

chronic hyperammonemia it's linked to glutamine levels in the brain. 

How does Hyperammonemia Affect Your Body? 

They should be processed or eliminate ammonia, it builds up in the bloodstream for levels in 

the blood that can lead to serious health issues like brain damage, coma, and even death. 

High ammonia levels in the blood are most often caused by liver diseases. Other causes include 

kidney failure and genetic disorders. 

Management of Hyperammonemia: 

This hyperammonemia management suspected the patient should be managed in a hospital with 

access to basic metabolic tests, first-line hyperammonemia medications, dialysis facilities, and 

metabolic specialists. 

If any one of these elements is not available, the patient should be transferred without delay to 

a specialist centre after stabilization according to basic life support (circulation, airway, and 

breathing), addressing vital signs as with any critically ill patient and including blood glucose 

monitoring. In addition, the following should be done: 

• Insert IV lines, if possible as central venous access. If this cannot be achieved, 

intraosseous access could be an alternative. 
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• Maintain airway: intubate and ventilate if necessary. 

• Adequate rehydration using minimum of dextrose 10% glucose and high-calorie intake, 

maintain normal blood pressure and add vasopressors if necessary. 

• Take blood and urine samples as outlined in ammonia, glucose, anion gap, blood urea 

nitrogen, creatinine, albumin, lactate, lipase, blood culture etc. 

Conclusion: 

Hyperammonemia is a metabolic disorder, characterised by an excess of ammonia release in 

blood. The primary cause of Hyperammonemia is reduced activity of any of the enzymes in 

the urea cycle and the secondary cause is reduced activity of enzymes that are not part of the 

urea cycle or dysfunction of cells that cause major contributions to metabolism. It’s managed 

in a hospital with access to basic metabolic tests, first-line hyperammonemia medications, 

dialysis facilities, and metabolic specialists. 

References: 

1. Hawkes ND, Thomas GA, Jurewicz A, Williams OM, Hillier CE, McQueen IN, 

Shortland G. Non-hepatic hyperammonaemia: an important, potentially reversible 

cause of encephalopathy. Postgrad Med J. 2001;77(913):717–722. 

2. https://www.ncbi.nlm.nih.gov/pmc/articles/PMC4820220/ 

3. Riggio, O.; Merli, M.; Capocaccia, L.; Caschera, M.; Zullo, A.; Pinto, G.; Gaudio, E.; 

Franchitto, A.; Spagnoli, R.; D'Aquilino, E. (September 1992). "Zinc supplementation 

reduces blood ammonia and increases liver ornithine transcarbamylase activity in 

experimental cirrhosis". Hepatology (Baltimore, Md.). 16 (3): 785–789. 

4. Vaquero J, Chung C, Cahill ME, Blei AT. Pathogenesis of hepatic encephalopathy in 

acute liver failure. Semin. Liver Dis. 2003 Aug;23(3):259-69. 

 


