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Introduction 
 
Adult Refsum’s Disease is a rare inherited metabolic disorder which 

severely limits the body’s ability to metabolise, or use, Phytanic Acid. 

 

Phytanic Acid is a type of fat which is not made in the body but comes 

entirely from the diet.  A normal European diet may provide 50-100mg of 

Phytanic Acid per day.  People with Adult Refsum’s Disease can only 

break down a small amount of Phytanic Acid (about 6-30mg a day).  This 

means that unless dietary changes are made to reduce the amount of 

Phytanic Acid eaten, the quantity of Phytanic Acid in the blood and the 

body tissues will increase over time.  High Phytanic Acid concentrations 

in the blood are linked to the features of Adult Refsum’s Disease – 

retinitis pigmentosa, hearing loss and a reduced sense of smell. In severe 

cases, scaly skin, difficulty in walking, paralysis and heart problems can 

occur.  We now know that if the Phytanic Acid content of the diet is 

reduced to below 10mg a day, the blood and body concentration of 

Phytanic Acid will fall, the severe symptoms of Refsum’s Disease will 

stop and the changes in eye sight, sense of smell and hearing will take 

place at a much slower rate. 

 



Adult Refsum’s Disease is managed by dietary change, except when the 

symptoms are severe.  When the symptoms are severe, plasmapheresis is 

used to remove Phytanic Acid from the blood.  Plasmapheresis is not 

regularly carried out because it carries some health risks.  Supervised 

dietary change (by an experienced dietitian and doctor) has been shown to 

be effective in the long term treatment of Adult Refsum’s Disease.  

 
 
The Diet 
 
1.  Avoid Rapid Weight Loss 

 

We know that when a person has a high blood concentration of Phytanic 

Acid, they will have large amounts of Phytanic Acid stored in the body. 

Phytanic Acid is stored in all fat containing tissues, for example, the 

adipose tissue and the liver.  When you fast and when you lose weight 

rapidly, the stored Phytanic Acid is released into the bloodstream.  This 

can make the blood Phytanic Acid concentration increase very rapidly.  A 

rapid increase in the blood Phytanic Acid level can make the symptoms 

of Adult Refsum’s Disease worse.  It is therefore important to avoid long 

periods without eating and never to go on severe weight reducing diets. 

Weight reducing diets should only be attempted (under the supervision of 

an experienced dietitian or doctor) if the Phytanic Acid concentration in 

the blood is known to be low and the rate of weight loss is not more than 

0.25kg (0.5lbs) a week. 

 

It is sometimes necessary to fast before surgery.  If you know you are 

going to be admitted for treatment or surgery, contact the Refsum’s Team 



with the details of the hospital you will be staying in and the name of the 

Consultant in charge of your care so that we can advise them on the best 

management of your Refsum’s disease. 

 

 

 

 

 

 

Sometimes people lose their appetite when they have an illness such as a 

cold or an infection.  It is important that you continue to eat well at this 

time because not eating well will make the Phytanic Acid concentration 

in the blood increase very quickly.  Contact the Refsum’s Team if you are 

unwell and unable to eat normally.  It only takes one and a half days of 

fasting for the Phytanic Acid to double and then continuing to double. 

Do not wait until you are very unwell.  There are many medical 

nutritional supplements that we can use to provide nutritional support on 

these occasions. 

 
 
 
 
 
 
 
 
 
 
 
 
 
 



 
 
 
 
 
 
 
 
 
 
 
 
 
 
 

2.   Avoid Foods with a High Phytanic Acid Content 
 
Phytanic  acid is a type of fat made by some animals when they digest 
grass.  It is also found in fish because they eat algae, or have eaten fish 
that have eaten algae.  The higher the fat content of the food that contains 
Phytanic Acid, the higher the Phytanic Acid content will be (for example, 
cheddar cheese will contain more Phytanic Acid than reduced fat cheddar 
cheese). 
 
Foods to Avoid  
(Contains Phytanic Acid) 

Foods to Eat 
(Low in Phytanic Acid) 

 
 
Meat Products 
 
Beef 
Beef Burgers 
Calves Liver & Kidneys 
Cottage Pie 
 
Duck 
Goose 
 
Lamb 
Mutton 
Meat Lasagne 
Rabbit 

 
 
Meat & Meat Substitutes 
 
Bacon 
Bean Curd 
Chicken 
Chicken Liver 
 
Eggs 
 
 
Ham 
Pork 
Pork Liver & Kidneys 
Pork Sausages 



Shepherds Pie 
 
 
 
 
 
 
 
 
 
 
 
 
Foods to Avoid 
(Contains Phytanic Acid) 
 
 
Dairy Products 
Cheese made from Cows, Sheep or 
Goats Milk 
 
 
 
 
Cream 
 
 
 
 
 
 
Cows Milk (Full Cream or 
Semiskimmed) 
Goats Milk 
Sheeps milk 
 
Ice-cream 
 
 
 
Yoghurt (Full Cream or Greek) 
 

 
Quorn 
Soya Meat Substitutes e.g. soya 
mince, soya sausages etc. 
Tofu 
 
Turkey 
 
 
 
 
 
 
Foods to Eat 
Low in Phytanic Acid 
 
 
Dairy Products 
Cheese Substitutes made from 
skimmed milk and vegetable oil 
(e.g. Locol ), Soya (e.g. Bute Island 
Cheeses) or from coconut (e.g. 
Violife ) . 
 
Soya cream substitute (e.g. Alpro 
versions,  coconut based cream 
substitute (Alpro or coconut 
collective versions), oat based 
substitute (Oatly version)  
 
 
Cows Milk (Skimmed Only) 
Soya Milk 
 
 
 
Swedish Glace Ice-cream 
Substitute, Alpro Coconut based 
ice-cream 
 



 
 
Butter 
 
 
 
Ghee 
 
Suet 

Soya Yoghurt Style Puddings, 
coconut milk based yoghurt style 
puddings 
 
Low Fat Spreads made only from 
Vegetable Oil (e.g. the PURE 
range). 
 
Vegetable Ghee 
 
Vegetable Suet, Lard 
 
 

 
 
 
Foods to Avoid 
(Contains Phytanic Acid) 

 
 
Foods to Eat 
(Low in Phytanic Acid) 

Fish 
Most Fish, especially Oily Fish 
such as Herring, Salmon and 
Sardines. 
Shellfish – Clams, Mussels, 
Octopus, Prawns, Shrimps. 
 
Fish Oil. 
 
 
Nuts 
Walnuts and Peanuts 
 
 
 
 
Alcoholic Drinks 
Any drinks containing cream, for 
example Baileys Irish Cream 
 
Bread and Baked Goods 
Brioche, croissants, shortcrust 
pastry. 

Fish 
Cod, Coley and haddock are safe. 
 
 
 
 
 
Omacor – medically prescribed fish 
oil 
 
Nuts 
Very few nuts have been analysed. 
Nuts in small amounts in foods e.g. 
muesli are low risk. 
 
 
Alcoholic Drinks 
Any alcoholic drink that does not 
contain cream . 
 
Bread and Baked Goods 
Filo pastry e.g. Jus-roll. 



Biscuits and cakes made with 
butter, suet or fish oil. 
 
 
Breakfast Cereals 
Any breakfast cereal containing 
whole milk powder as an 
ingredient. 
 
 
 
Confectionary 
Milk chocolate.  Toffee.  Fudge. 
Sweets containing butter or whole 
milk. 

All bread, biscuits and cakes which 
do not contain butter, suet or fish 
oil. 
 
 
Breakfast Cereals 
Breakfast cereals that do not 
contain milk powder (skimmed 
milk powder is appropriate).  Small 
portions only of cereals containing 
nuts e.g. muesli 
 
Confectionary 
Dark chocolate, carob, chocolate 
that does not contain milk fat or 
butter. 
 
Fat free sweets e.g. boiled sweets  

 
Foods Known to Contain Virtually no Phytanic Acid 
 
Most breakfast cereals (for exceptions see list) 
 
Safflower oil, corn oil, olive oil, sunflower seed oil . 
 
Bread, rice, pearl barley, pasta. 
 
Jelly. 
 
Honey. 
 
Tea, coffee. 
 
Cooked green vegetables, carrots, mushrooms, onions, potato and swede. 
 
Salad vegetables. 
 
Fruit. 
 
 
3.  Eat Five Portions of Fruit and Vegetables Daily 
 



Fruit and vegetables are rich vitamins and dietary fibre.  They are good 
sources of lutein and zeaxanthin, carotenoids which are believed to 
protect the eye by acting as blue light filters and antioxidants.  Some 
studies have shown that they may improve vision in people with retinitis 
pigmentosa.  A good intake of lutein and zeaxanthin can be obtained by 
eating a variety of fruit and vegetables daily.  Make sure you choose a 
variety of colours of fruit and vegetables to maximise your intake. 
 
 
 
 
 
 
 
 
 
 
 
 
 
4.  Limit Your Caffeine Intake 
 
A high intake of caffeine can increase the concentration of Phytanic Acid 
in the blood by increasing the release of Phytanic Acid from fat 
containing tissues. 
 
The main dietary sources of caffeine are coffee, tea, colas, cocoa and 
stimulant or energy drinks such as Red Bull.  Energy drinks contain the 
highest amounts of caffeine by far and are much more likely to result 
in an excessively high intake if consumed.  Smaller amounts of caffeine 
are also present in chocolate and other products derived from cocoa. 
Caffeine is also present in some prescription and over the counter 
medicines such as cold and flu remedies, pain relief products, 
antihistamine tablets, diuretics, energy boosting supplements and some 
herbal supplements designed to aid weight loss.  
 
A moderate caffeine intake is 200-350mg a day for an adult woman not 
intending to become pregnant.  This translates as three caffeine 
containing drinks.  A moderate caffeine intake for an adult man is 
300-450mg a day.  
 
Product Serving Size Caffeine Content 



Sports or energy drinks Per can or bottle 80-300mg 
Mug of tea 250mls 40-70mg 
Mug of instant coffee 250mls 52-85mg 
Cola 330ml can 11-70mg 
Chocolate bar 50g bar 5-36mg 
Pharmaceutical products Per tablet 25-65mg 
Energy supplements Per supplement 35-50mg 
 
 
 
 
 
 
 
 
 
 
 
 
 
Cheese Substitutes 
 
Cheese substitutes are foods made to taste and look like cheese from 
(usually) non dairy ingredients.  
 
They are generally made from soya protein, coconut milk, rice, almonds 
and hempseed.  
 
They are available as cheese style spreads, blocks and slices.  They are 
usually blander and more rubbery than real cheeses.  Most melt fairly 
well, especially if grated first.  
 
They can be found in larger supermarkets and health food stores, but a 
broader selection is available on-line. 
 
Cheese substitutes can also be made.  Recipes are available in vegan 
recipe books and on-line.  Two recipes – one for a cheese style sauce and 
one for a crumbly ricotta style cheese follow on the next page. 
  



Recipes 
 
Cheese Style Sauce 
(Serves 6) 
 
500g (12oz) tofu 
½ cup nutritional yeast flakes 
½ cup raw cashews 
1 cup soy or skimmed milk 
2 tbs margarine 
1 tbs lemon juice 
1 tsp honey or sugar 
1 tsp mustard 
½ tsp salt 
 
Mix all ingredients in a blender until smooth.  Heat in a saucepan and 
serve over pasta or your favourite vegetables.  
From: www.pastrywiz.co.uk  
 
 
Basic Cheese Recipe 
(Makes one 8 inch round 
 
¼ cup nutritional yeast flakes 
¼ cup soy powder or skimmed milk powder 
1 cup soy or skimmed milk 
1tsp vinegar 
1tsp prepared spicy mustard 
1tsp salt 
500g (12oz) silken lite firm tofu  
 
Preheat the oven to 350 degrees.  Set aside a non-stick 8 inch round cake 
pan.  Combine nutritional yeast and milk powder in a small saucepan. 
Gradually add in the milk, mixing until all of the powders have dissolved. 
Stirring constantly, add vinegar, mustard and salt and cook until 
thickened.  Remove from the heat.  Process the tofu until creamy. 
Carefully add the soy milk mixture and process until well combined. 
Pour into cake pan and bake for 35-40 minutes or until it has a golden 
skin, but still feels creamy in the centre when you press the surface. 
Remove from the oven and cool on a rack.  Chill and use a ricotta or as a 
cheese spread. From: www.dairyfreecooking.com  
 

http://www.pastrywiz.co.uk/
http://www.dairyfreecooking.com/


 
What to Do if You Are Unwell and Unable to Eat Normally 
 

1. Contact the Refsums Dietitian, Eleanor Baldwin on 020 8746 8178, 
or Eleanor.baldwin@chelwest.nhs.uk or (emergency number) 
07939242933. 

 
2. Concentrate on eating high energy foods and drinks – do not bulk 

up on salads, vegetables and calorie free drinks. 
 

3. If you cannot manage normal meals, try snacks or small meals 
every two to three hours. 

 
Common illnesses such as chest infections and food poisoning can cause 
a marked increase in the Phytanic Acid concentration in the blood, 
because the liver releases Phytanic Acid at this time.  If weight loss 
occurs, this will also cause the Phytanic Acid concentration to increase 
because the fat stores start to release Phytanic Acid.  It is important to 
seek help quickly, because even short illnesses can cause a rapid rise in 
Phytanic Acid (the level can double every few days) which can lead to 
severe symptoms.  Severe symptoms can require treatment with 
plasmapheresis. 
 
Depression, regardless of its cause, can result in a lack of  interest in food, 
weight loss and an increase in Phytanic Acid, causing more symptoms 
and often deeper depression.  If you do feel depressed, it is important to 
seek treatment from your GP and contact us for additional nutritional 
support.  We have a database of medical nutritional supplements which 
can be prescribed as necessary in these circumstances.  If you are in any 
doubt as to your need for these supplements, please contact Eleanor 
Baldwin, Refsum’s Dietitian on 020 8746 8178. 
 
 
 
 
 
 
 
 
 
 
 

mailto:Eleanor.baldwin@chelwest.nhs.uk


 
 
Frequently Asked Questions 

 
 
Will I become ill if I eat a food rich in Phytanic Acid at a friend’s house? 
 
No.  Not unless your Phytanic Acid levels are already very high.  If it is 

difficult to avoid foods rich in Phytanic Acid at a social occasion, 
such as a wedding, take a small portion. 

 
I really miss cheese.  Does the occasional treat hurt? 
 
No.  The occasional treat will not make a difference, as long as it is 

occasional and not daily.  Try to have a small portion of your treat. 
You could also try the skimmed milk cheese – Locol, or cheese 
substitutes and cheese substitute recipes. 

 
I am gaining weight.  My blood Phytanic Acid is usually around 50.  Can 
I go on a diet to reduce my weight? 
 
Yes.  You must aim for a slow rate of weight loss (approximately a 

quarter of a kilo, or half a pound a week).  Book an appointment 
for review in the Refsum’s clinic after two or three months so that 
your progress can be reviewed.  

 
 
I am going on holiday to a place with fantastic sea food.  Are some types 
worse than others to have as a holiday treat? 
 
Yes.  Oily fish such as salmon and sardines have a much higher Phytanic 

Acid content than white fish .  The only fish known to have a low 
Phytanic Acid content are cod, coley and haddock.  Sea bass 
contains fish oil so it is not a good choice.  

 
Are there any vitamin supplements that I should take to ensure my diet is 
nutritionally complete? 
 
No.  A study we carried out suggested there are no common deficiencies 

specific to Refsum’s Disease.  We usually screen for  deficiencies 
annually and advise accordingly.  

 



 
 
 
Useful Addresses/Websites 
 
https://health.groups.yahoo.com/group/refsums_discussion An on-line 

Adult Refsum’s Disease support network 
 
www.climb.org.uk Organisation which provides support and networking 

opportunities to people with metabolic diseases (including Adult 
Refsum’s Disease).  

 
www.vegansociety.com Organisation which provides information on the 

vegan diet and lifestyle.  Produces the Vegan Shopper biannually 
which lists food products such as biscuits which are free from 
animal products.  Address: The Vegan Society, 7 Battle Rd, St. 
Leonards, TN37 7AA.  Tel. 0845 458 8244. 

 
www.vegsoc.org Organisation which produces information, including 

recipes on the vegetarian diet and lifestyle.  Address:  The 
Vegetarian Society, Parkdale, Dunham Rd, Altrincham, WA14 
4QG.  Tel. 0161 925 2000. 

 
 
 
 
 
 
 
Refsums Team Contact Details 
 
Appointments: Tony or Shirley 0208 7468134 
 
Dietitian: Eleanor Baldwin 0208 7468178 
 
Doctors: Dr. Michael Feher 0208 7468134 
 

Professor Anthony Wierzbicki 0207 1881256 
 
 
 
Updated January 2017. Next update due: January 2018.  

https://health.groups.yahoo.com/group/refsums_discussion
http://www.climb.org.uk/
http://www.vegansociety.com/
http://www.vegsoc.org/


 

 
 


