Hereditary fructose intolerance
Hereditary fructose intolerance is a genetic autosomal recessive condition caused by a deficiency of the enzyme aldolase B, which is needed by the liver to metabolise fructose. 

It affects mainly the function of the liver and a wrong diet causes an increased hepatic steatosis (fatty liver) which can degenerate in cirrhosis and hepatic insufficiency. 
Andrea follows a very strict diet from which fruits and vegetables including lentils are to be categorically excluded. 

He can have only white potatoes and chips but in small quantities. He cannot ingest sugars, apart from lactose, dextrose monohydrate (or glucose in powder form).
He cannot have medicines which have fructose, sucrose, sorbitol, mannitol, maltitol. 

What happens if he ingests fructose?

In case he ingests prohibited food in small quantities he will have mild paleness, weakness, symptoms similar to hypoglycaemia.  He has the same reaction if he fast for more than five hours. 

In those circumstances, he needs to drink and ingest some glucose or bread, rusks, crackers or to melt some salt in his mouth. In the meantime, please contact the parents immediately.

If he ingests a larger quantity of fructose there could be the following symptoms: Headache, Nausea, Vomiting, or even Fainting.  Contact the parents immediately, Revive him with water and dextrose or cooking salt (a few grains to melt in his mouth); if he does not come around take him to Accident & Emergency and explain that he has hereditary fructose intolerance and that he cannot ingest the above medicines. 

Warning. The repeated ingestion of fructose and sucrose can have serious repercussions such as hypertransaminasemia, hepathic insufficiency. Hepatic coma
Useful information and guidelines
Current therapy
Every day they must ingest 

· Vitamins  Totalvite (a white and a red pill and 5 ml of syrup) 
· At least two measures of FANTOMALT   (a maltodextrin supplement which needs to be melted in the milk in the morning or enough dextrose monohydrate (glucose in powder form ) 
·  Fantomalt, dextrose and vitamins are provided by his family)
 In case of allergic rush they can take  Zirtec or similar medicament, provided it is without fructose, sacharose, sorbitol.
other medicines TheY  can take
Tachipirina compresse 500mg:  one pill if he has a strong headache or temperature above  38,5° Celsius
Bioflorin capsule: milk enzymes if he has gastrointestinal problems such as diarrhoea or tummy ache

Cefixoral compresse, according to medical prescription, if he needs to ingest antibiotics

Glazydim fiale, according to medical prescription, if he needs intramuscular injection of antibiotics
First Aid:

· In case of faintness, paleness or excessive sweating, symptoms of overheating or sunstroke, give him a drink and some glucose or bread, rusks, crackers without sugar or salt. In the meantime, inform the parents immediately.
· in case of light wounds and trauma follow normal procedures
· in case of more serious incidents inform the doctors and the paramedics that Andrea and Fabrizio suffer from Hereditary fructose intolerance and that the only sugar that they can ingest or take is glucose in powder form or dextrose monohydrate (glucosate solution or containing maltose, maltitol or sorbitol are abslutely prohibited) 
What can they eat?
Pasta and Carbohydrates
· Pasta o rice  can be flavoured with 

· extravergine olive oil and parmesan or granapadano
· cooking cream (I am never sure which cream is which in English) preferably without  carrageenan 
· homemade bechamel sauce with flour, butter, salt and parmesan, (if readymade you need to check the ingredients)
· tuna in olive or sunflower oil (never natural) 

· eggs
· cooked meat without seasoning and vegetables, (i.e. minced beef cooked in skillet with butter and milk, or with oil and garlic, but please remove the garlic as soon as it becomes golden) 
· prawns or squid cooked in a skillet with oil and garlic, but please remove the garlic as soon as it becomes golden) 

· rice or spaghetti white (without tomatoes) omelette  (i.e. pasta o rice, egg cheese, salt)
· White lasagna (with minced beef and béchamel, but without tomatoes)

· Dumpling of semolina with oil and parmesan or butter
· White pizza o with fried chips (please be careful that if he eats pizza you need to make sure that to the dough it has not been added sugar to favour the rising ) 
· Homemade bread or rolls made with natural yeast, flour from malted cereals without adding any types of sugar, or sliced bread without sugar
· Breadcrumbs from homemade bread or from grated rusks or crackers provided that they do not contain sugar. If needed Andrea can bring with himself some of this. 

· Dry and fresh pasta

· Egg pasta
· (please let me know if we need to send some of the following:

· Pancarrè Mulino Bianco

· Rusks Vitaminizzate Buitoni

· Rusks integrali Mulino Bianco

· Salty Crackers Antica  Macina o Mulino Bianco
· Crackers Riso e Orzo Vita Snella

· Grissini Torinesi Mulino Bianco or San Carlo o Carrefour
· Taralli at olive oil but you need to control the ingredients.

· Biscuits which he brings from home

· Puffed rice without added sugar (but not Rice Crispies)
vegetables
Only white potatoes
Frozen chips stick (i.e. MC Caen )
Frozen Chips Smile (i.e. MC Caen)
Mashed of white potatoes
Jacked potatoes, provided they are white potatoes (NOT red, nor American)
Mains
· eggs*

· red meat o pork* (if sausages, please ensure that in the mixture there is no sugar, aromas or preservatives or vitamin c, if burgers do not buy the ready-made but ask them to be made from meat without adding anything).
· Chicken and turkey *

· Fish* (even Fishfingers - those available in England should be okay but you need to control the ingredients. )
· Tuna in olive or sunflower oil 
· Raw ham – San Daniele, o Parma, o Carpegna
· Speck (but without sugars )

· Wurstel di pork or chicken , provided there are no sacharose or fructose in the ingredients
*prepared without seasonings, aromas or vegetables
N.B. do not give him frozen breaded cutlets  and if home made,  ensure that the breadcrumbs are from homemade bread, crackers, rusks, but never form breadcrumbs of which include unknown ingredients
REMEMBER: THE ONLY PERMITTED SUGAR IS DEXTROSE

MILK AND DERIVATES
Cow milk fresh or long life – not in powder form, not condensed 
Cheese and dairy products (but not those with added fruits, seasoning, or aromas) 

Butter 

White natural yogurt: (but make sure that they don’t contact any type of sugar) 
TREATS
· Popcorn without sugar
· Pringles original (without aromas)
· Crisps which do not include sugar

· Coca Cola Light/Zero (in moderation)
N.B.: 
It is important to have a large breakfast with milk , Fantomalt, dextrose and crackers, or rusks or bread and butter or cornflakes.

It is also important  that they have a light snack halfway through the morning if lunch is going to be too far away from breakfast, (more than five hours). The same in the afternoon if dinner, is going to be too far away, or after dinner, when dinner is early (as it is in England)
Finally, it is advisable to eat pasta or bread or rice for lunch and dinner (these are the only carbohydrates that he can have during the day) they should have at least around 100 grams of pasta  or rice per meal. 

for further information, please visit WWW.AIFRUT.IT
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