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|l ntroducti on
The aim of this guide is to provide informat:i:
parents/ carers with a child who has Tyrosifnae
i nformation in this handbook is correct atj| the
are based on current knowledge. We recommend vy

and medical supervision.

Pl ease find further i nformati on on ﬂur




Chapter
What 1 s Tyro a e
Type 17? '

Tyrosinaemia Type 1 is an inherited metabolic ¢
containi ipereoase other types of Tyrosinaemia |
Tyrosinaemia Type 1.

Proties none of the main nutrients in our diet. |
cal dmdno acWhen protein i s eatepnymensd wiisnobrack ers .
These amino acids carry out a variety of functi

as well as making other body proteins.

Tyrosine (Tyr) is one of these amino acids. Tyt
amino acid called. Pelophel avli ahi Tgr oBhe@apemi a are |

littl ennoymaemar yl acetoacetase (FAH) which i s use
causes |l evels of tyrosine and another substance
bl ood.

Il f high | evels of tyrosine and succinylacetone
cause serious damage to the brain, eyes, kidne\
which can become |ife threatening.
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I s Tyrosinaemia treated?

main aim of treatment is to ensure acceptat
i nylacetone and to provide adequate proteir

cati bdnhntcal hedies (NF8B€L)t o treat Tyrosinaemi a.

g broken down into harmful substances that
child wildl be started on NTBC as soon as f
or . NTBC does not | ower the | evela dfowt yromdi

r ilni faeddi tt yromsitme aand fherylsalppdsigmehetic pr
synthetic protein contains other amino acic

times a phenyl alanine supplement may be r1 ec

ssential part of the treatment of Tyrosi nae
sine and phenyl alanine | evels. These bl oods
im to keep blood tyré690Qea@ahpghehnhgl bleawiera €
e 400mMdloold | evel s need to be sent weekly ul
ds including succinylacetone wil/|l be done ¢
Ssinaemia is a treatable disorder. When det e
|l d reach their full potenti al



How i s Tyrosinaemia diagnosed and what c
in 100,000 babies born worl dwide have

Tyrosinaemia is variable. Tyrosinaemia can pr es

[ERN

Around

on the amount of the FAH enzyme present.

The more severe form of Tyrosinaemia occurs whe

activity. This Iis seen mainly in newborns who
tendency to bleed and bruise easily, poor weigft
careful treatment, babies that present can deve
|l ife threatening.

Mild forms of Tyrosinaemia can present in chilc
di arrhoea, failure to thrive and softening bone

urine tests.

Tyrosinaemia is an inherited metabolic disorder
each parent. As a parent of a child with Tyrosi
no-Mmyrosinaemia gene. This is known as being a
Tyrosinaemia do not have Tyrosinaemia themsel ve

s
s, one from their mother and one from their
Tyrosi nlatemisa.i mportant to remember Tyrosinaemi a
ded and there is nothing youTheeorud di sh aav el diomr

t hat another child born to the same parents wil
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Chapter 2>
Overview of Twe at

The National Centre for I nherited Metabolic Di:
with Tyrosinaemia are treated in the Republic
di et and a medication called NTBC. Tyrosinaemi :
from any normal activities, for example going
Successful treatment of Tyrosinaemia includes 1
Foods t oHiaglhipirotein foods such as meat, fish
yogurts, soya, nuts, bread, pasta and chocol
phenyl alanine and are not allowed in the di
called aspartame must also be avoided.
Natur al prot eiPre/ofpd ehan dées Tyrosinaemia stil!] r

tyrosine and phenyl al anine for growth and d:

protein (exchanges). An exchange is the amt
gram of protein. The amount of exchanges all
chil dés blood results. Typical exchange f oo«
of potato, beans and cereal s.

Daily intake of ®TBlking heantcaipntaminno acids (ex
phenyl al anine) and vitamins and mineral s. I 1
or gel. The synthetic protein should be tak:
amount required will be calcul ated specific:

Protein fSemef doovods are naturally | ow in prot
chil dés diet. Examples include most fruit al
honey. There are also a number of specially
bread, pasta and mil k which are availabl e ol
| ocal phar macy.

Niti sinondhi&8TB&8 a medicati orupt lodt tprxe we rstud stt
can cause damage to the I|iver, kidneys and |



Bl ood I|Revgeulsar monitoring of your childbés bl oc
essenti al part of the overall management of
you know how often bl ood | evel s neyerdostionebd ec
bet weem 0DOMmahgdghenyl al anine |evel Depleadé ngo O
chil dés age, frequency of bloods can vary fr
mont hly as they get ol der. Additional bl ood s

Keeping suppllaiteet ug very i mpotrdelanhe sapkegpobn

synthetic protein, | ow protein foods, NTBC &
ClinicWhieni your child is first diagnosed you

information and support. During clin

of the metabolic team, for example t

wor ker and psychol ogi st. Visits car

your child grows ol der the time betyv

depending on their needs.




Chapter 34 A
Feeding You™MSap

w
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The first few days =l
Babies born with Tyrosinaemia wil/ have high t
your baby will Dbe gi ven -far etey rfoosrimuel aa n(dT yprhoesni ynl aae
i nstead of breastfeeds or standard infant form
all ow the tyrosine blood | evel to come down qu
formula quite easily. Most babies quickly | ear
breastfeeding or the two different formul as.

mi xed together.

Breastfeeding
Breast mil k is the ideal food for babi es. | t

It also helps protect babies from bacterial an

You can breastfeed your baby and keep the bl oo

l evel. Breast milk contains | ess tyrosine and
However, balecacseéntmaiilnks t oo much tyrosine and Phe
Therefore, Tyrosinaemia infant formula needs t
wi || need to express regularly to keep up your
unt i | breast feeds can be reintroduced. You wi
Tyrosinaemia infant formula to give. After the
you offer first. I f your baby is not interest
at the next breastfeed. A measured amount of T

to reduce the amount of tyrosine and Phe taken

A measured amount of Tyrosinaemia infan
first and then breastfeed to appet

I f your baby is hungry in between feed
breastfeeds in addition to|the measu
Tyrosinaemia infant formul a.




Whil e breastfeeding, you do not need to alter vy
Tyrosinaemi a. However, the following points may

1 Make sure you eat and drink enough to keep u|

1 Try to eat healthy snacks if you candét manag:
T Limit your tea, coffee and fizzy drink intak:
T Breastfeeding mothers need to drink Tawateext rias

best for quenching thirst

1 Your milk supply will adjust to your babybds

How to express breast milk

Whil e your baby is not breastfeeding (during th
ot her time breastfeeding is interrupted such as
your supply.

You can express your mil k ibuws ihnagn danore lwd cthr iac bare

will need to express approxi mately every three

Pl ease ask your dietitian for a Templie Street C
Ol nformation for Parents .on fExyporue shsaivreg abBirye agsute sN
breastfeedawwmwgprgeastdbeedi ng. i e

Stopping breastfeeding
I f you wish to stop breastfeeding, it is best t

two to three week period.

Formul a feeding

I f you choose not to, or are unable to breastfe
alternative, along with a Tyrosinaemia infant f
formula is given first and then Tyrosinaemia in
A measured amount of standard |infant fo

and then Tyrosinaemia infant formul a

|l f your baby is hungry in betjween f eed
Tyrosinaemia infant formula i1 n |addition

standard infant for mu|l a.



http://www.breastfeeding.ie

Tyrosinaemia infant formula (synthetic p

Tyrosinaemia infant formula contains all the nu

phenyl al anine. This will be prescribed for your

The amount of Tyrosinaemia infant formula and b

be adjusted from time to time to provide the ri

and keep their blood I evels in an acceptable ra

baby grows.

Preparing formula (standard infant florm

T Boil fresh water

T Leave to cool for 30 minutes

T Clean surfaces and wash hands

1 Pour the required volume of water 1into al ste

1 Add the appropriate number of scoops wusi|ng t

1 I f your baby needs 45ml of formula add 2| scc
water and then pour out the extra formuljla ur

T Shake well

1 Cool quickly under cold running water

1 Check temperature

1 Throw away unused feed after 2 hours

Unl ess your dietitian advises you to do so, it

for mul a.

To store the formul a

1 Make up each bottle as required. 't i s saf est
and to give it to your baby straight away.
conditions f ori ebsapcetceiraila yt catgrrooom t emperatur e

1 I f you need to prepare feeds in advance to u:
guickly and place i the back of the fridge (
that you have not used within 24 hours.

For additional information pl éddoev 4 Dk pyepraredi gf

bott | eprfcecdudcde d

b ywwSwa fseaff cedf doaofdd etuhww HIS§e (1 e



http://www.safefood.eu
http://www.hse.ie

Addi tional i nformation for feeding your

Most babies, whether tHhegd,aneedr éasefed morkoft

until they are four to five months ol d.

1 Provided your baby is well, only the Tyrosin
standard infant formula are needed until the

1 Babies should not be given herbal or medicin

mi nerals arexpeptnéededi tamin D

Vitamin D and your baby

Whet her you choose to breastfeed or formula f eece
(50g) of vitamin D3 every day, for the first ye
vitamin D3 products available to buy in Ilrelanc
daily is different for each product. Read t he g

phar maci st f or Qadwvyi coenei fd onseee dpeedr. day shoul d be



Recording Your Babies' | nt ake

Bel ow i s an geuxi amnep lae feefeda ng/ daily record pl an
record your babyodés feeding pattern.

For breastfed babies:

Feeds Dateéeéeééeeé. .
Number Tyrosi naemi Breastfe
measur ed f or murheaa s ur
7am Feed 1 30 ml Ri ght sijde
10. 30 Feed 2 30 ml Left side
1. 30 Feed 3 30 ml Ri ght si|jde
2. 307 Left sidge
4pm Feed 4 30 ml Ri ght sijde
7pm Feed 5 30 ml Left side
10. 30 Feed 6 3 0 ml Ri ght si|de
1. 00 § Feed 7 30 ml Left side
4 am Feed 8 30 ml Ri ght sijde
5 am Left side

For fofed!| abi es:

Feeds Dateééééeééecéceée. .
Standard |nf Tyrosinaen-
Number
(measured formul a
measur ed
e.g. SMA in
7 am Feed 1 2 0 ml 6 0 ml
10. 30 Feed 2 20 ml 20 ml
1. 304 Feed 3 20 ml 30 ml
2. 307 6 0 ml
4pm Feed 4 20 ml 4 0 ml
7pm Feed 5 20 ml 6 0 ml
10. 30 Feed 6 20 ml 10 ml
1. 00 Feed 7 20 ml 30 ml
4 am Feed 8 20 ml 50 ml
5 an 30 ml

w
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Synthetic protein is a specially made protein t
phenyl alanine that your child needs to grow, bl
also contain all of the vitamins and minerals t
The synthetic protein is an essentialfpattiefnt
taken as recommended, tyrosine | evels will ri se
probl ems.
The amount of synthetic protein needed by your
change throughout your childbés | ife depending c
There is a variety of synthetic protein avail at
taste preferences. For example infant formula f
l iquids for older children and adults. These ar
pharmacy. Your dietitian wil!/l help you find the
must be taken evenly throughout the day. This
range. I f your child is struggling taking all ¢
As Tyrosinaemia requires a diet for Ilife, this
taken for |ife.
What to do i f your child is refusing
protein?
1 Dondét panic.
Contact the metabolic team to explore methoct
synthetic protein.
1 There are a variety of synthetic protein opf
childds taste.
| Nevertmexsynthetic protein with food. | t| i s
taste of the synthetic protein in its trlue |
| Never yourcechild to take the synthetic plrot e
I f you experience any problems with supply or ¢
companies directly. Contact numbers for the <cor

M

T



Chapter 5
Di etary Manageme.l

At present, the dietary treat menlthifsori sTyar odsiienta e
The diet prawyemtfs exclewisl d yrosine in your <child
providing enough protein for normal growth and

of the diet.

Synthetic protein (see chapter 4)
Foods to avoid

Exchange foods

A W DN PP

Free foods

The Tyrosinaemia diet must be |l ow in tyrosine &
protein must be restricted. The diet is best de

REBTOP:

Do not eat these foods as they
(tyrosine and Phe).

high

GO CAUTI OUSLY:

Foods that need to be counted as
(exchange foods) .

GREEGO:

These foods contain very Jlittle
freely.

prot e

My



GREEN ©KRese foods can be eaten f /.

These foods are either naturally | ow i eir
l ow in protein and so are o6free from e jes
Some foods are naturally |l ow in protei 1 as
mar garine, cooking oi(llgngym,s snu@tarr ean rg/ d
any infant undé&oulZamowrcblok) in all the wa \
and you can use herbs, spices and fl av js t
There is a |l arge variety of specially 1ctL
pizza bases, pasta, rice, flour, <cerea I k,
and chocolate. These foods are availab pr e
An up to date |l ist of these foods wilrmalbe wgp vteh

maj ority of yawnrd dhielyd @so dciodt need to be counte
available using these | ow protein foods. Childr

too much sugar and fat for the same reasons as

The following tables give examples of foods t he
all owed freely in the diet.

Veget afbrleessh, tinned, frozen

Artichokes Cucumber Peppers
Asparagus Curly kal e Pumpki n
Aubergine Fennel Radi sh
Beansprouts French beans Rocket

Beetroot Garlic Runner beans
Butternut squadsher kin Samphire
Cabbage Green beans Scallions
Capers Leeks Shall ot s
Carrots Lettuce Spring onion
Cassava Mangetout Sugar snap peas
Celeriac Okr a Swede

Cel ery Oni ons Tomat o

Chayote Pak choi Turnip
Courgette Parsnips Water chestnutgeg

M ¢



Fr ufirtes h, ti nned, frozen

Appl e Gr apes Passionfruit
Apricots Guava Peaches

Bl ackberries Jackfruit Pear s

Bl ackcurrants Ki wi Physalis

Bl ueberries Kumquat Pineappl e
Cherries Lemons Pl ums

Cl ementine Li mes Prunes
Cranberries Lychees Rai sins
Currants Mandarins Raspberries
Damsons Mangoes Rhubarhb

Dat es Mangosteens Sat sumas
Dragon Fruit Mel emnt al oupe Star fruit
Figs Mel ehlboneydew Strawberries
Ginger Nectarines Sul tanas
Gooseberries Ol i ves Tangerines
Grapefruit Papaya Wat er mel on
For the following fruit and veget adncees,atildiast,he

portion canfrbeeel|ltyowemede than tihs st phemn)j oany add

portion of this fruit or JVega«ttdhlaing® . needs t o be

For example, 5 mushrooms in the day can be take
the additional 5 mushrooms should be counted as:c
day can be taken freely, but 1 f 200g of sweet
counted as 1 | exchanges.

Fruit and vegetables to be taken in | imited amc
Bananas: 1 banana Pl aintain: 1 plaintainrn
Broccoli: 8 florets (8Pagmegranat e: 1 pomegranat
Brussel sprouts: 6 sprS®huarson 9f0orgyi t: 1 sharon fr
Caulifl ower: 9 small f3pirreach: (99059 (1 bl ue dg9coo
Mushrooms: 5 medi um muSwe eoto npso t(a8t0og:) 80g (1 i bl
Oranges: 1 orange Yam: 100g = 1 exchange

H N



Sweet s

Whi t e Boil ed sweets Chutneys
Br own Candyfl oss Gol den syrup
Castor Lollipops Jaqany type
Gl ucose Sorbet Mar mal ade
l cing sugar |[Sherbet Treacl e
Jam sugar |l ced lollies Honey
Barl ey sugarnSuitable jellies* | Maple syrup

Any chewy sweets*

Ot her suitable sweets from treaijts
Seasonings|Miscell aneous Food essenc

col ourings

Chi |l I Baking powder Al mond essence
Curry paste |Bicarbonate of soda&ochineal
Curry powder|{Buttercream icing |Pepper mint
French dress|liCobgnflour Vanill a
Her bs Cream of tartar
Mi nt sauce arsprijiealkllys
Mustard Some custard powde|rs
Pepper Pasta, noodles or [rice made fr gm
Salt Konjac (Asian root| vegetabl e)
Spices Sago
Vi negar Tapi oca
*al ways check the foods |isted above for gel at



Fats and oil|Drinks Sauces

Butter Some coconut mil Appl e sauce

Lard Pure fruit juiceBalsamic vingga

Mar gari ne Hemp mil k Cranberry sapce

Suitable | ow faHi slpreemadr gy dri n€bButney

Coconut oil Mi neral s* Hor seradi sh psau

Duck Fat Rice milk (not sKetabup, i bropwnl

Goose f at under 5 years ofMpsegmanwbhna| se:

Fry light spraylactating women)cr eams

Grape seed oil|Squashes/ cordial Mustard

Garlic oil Teal/ coffeel/ herbaPasta s au-das c

Olive oi l Water/ soda watesawmcesral water

Rapeseed oil Piri Piri sapce

Sunfl ower oi l Rel i sh

Sesame oi l See chapter 13 fi8al aditdanéseipng

Vegetable oil alcoholic drinksSoya sauce (fthe
Sweet chilli| sa
Tomato sal sa
Tabasco sauce
Worcestershirfe

* Remember to check for aspartame

!



Tihese |l ffoods can bz«

measured amounts and are known as

Your child requires a small amount of

repair. Foods such as cereals, rice, b
amount of protein, tyrosi ne naenads uPrheed. (Tu
called exchanges. Every child wild!l hav
number of exchanges your <child is allo
|l evels. This is often referred to as n

counting exchanges and give you a book

foods.

An exchange is the amount of any food ont
1 exchange = 1 gfram (g) prot e

Examples of foods that contain 1 exchange incl

1 1 i level bl ue scoops of mashed potato

1 2 tablespoons of peas

1 1 | evel blue scoop of sweetcorn

1 1 blue scoop of boiled rice

1 1 tablespoon of baked beans

1 1 tablespoon of <chickpeas

These foods are spread out between the dayods me
tyrosine and Phe. 1t is important to be able toc

for your child. This wil/ be discussed in detai



RED STDoP:not eat these foods

These foods are high in protein, tyros!

MeaBeef, | amb, pork, ham, bacon, chickt¢

of fai ver, tongue and kidney.

Processed®damesatgies, rashers, pudding, <co
e.g. burgers, meat paste, meat pate an:
Fi sAl:| kinds including shellfish, froze

fingers and fish cakes.
Egga&all wvarieties.

Mi | k and mi IM |pkr ofdiuncctlsu:di ng cows, goats, soya),
cream and chocol at e.

Chee#A¢l vagomd iwesgdn cheese and cheese spreads
Soyd&oods made from soya such as TVP, Quorn and
Vegetari an Verged wmatisasn meal s, burgers and sausag:

Nuts and slemecdsudi ng peanut butter and nut sprea

Breawhiite and brown bread, soda, pitta, naan, b

scones.
FIl our basdPhsftmgdsakes and biscuits.
Gel atJdenlel:y, jellies and sweets containing gel at

Aspartame (EBES5A/MEXRGZA) fici al sweet enernotth atl | come

in the Maryt foods and drinks contain aspartame

drinks, puddings, c¢crisps and chewing gums. It
other table top sweeteners are suitable e. g. se¢
check all | abels on a regular basis as ingredie
For every food that your child cannot have, the
avail abl e.
Eating the wrong foods will not make| your
cause their tyrosine | evels |[to go
Giving unsuitable foods can also respuplt in
these foods and make the diet more |(diffic

H N



Label Reading

Reading food | abels plays an i mportant role in
not. Reading food | abels can be confusing but Yy
with this. Once you know how to read food | abel
chil dés diet. It is important to check | abel s
change.

Tips on Reading Food Label s:

1 Firstly | ook at the ingredients to see what
1 Someti mes, the nutritional information state
However, if you |l ook at the ingredients you

product ar foods all owed freely. I n this si

tomatoes (4g of protein in a can of tinned t

This product is not counted because tomato i

1 I f the product contains exchange containing

sauce cont ins cream, t herefore it mu st be ¢

1 Anot her example of this would be a soup whic

which i s a exchange food therefore the prot

in the | ab

e
4
c
d

protein should be counted adodesexraimpdde ,om thh
a
a
n
el. For example, if there is 1.0g
e

needs to b counted as 1 exchange.

Remember t o Asopoakr topa®e5 L bE9 6 2 ) .

l't Iis not permitted as i cont ai

Some foods or drinks wil/ already have the prot

Use the guide below to help you.

Protein content Number of Exch
01r0. 3¢ Free
0.46.7¢g i
0.84.2¢g 1
1.36.79 1 i
1.8¢. 2g 2




However, this is not always the <case. Somet
per portion yourself.

i me

To do this you wil!/l need to know two things:

1. The weight/amount of the food to be eaten
2. The protein content per 100g of the food

This is how it i s done:

Wei ght o f food to be eaten x Protei
100

Example 1: Tinned Ratatouill e Proven-
390g carton

n C

al e

|l ngredrmTematt®;, Courgette, Tomato Pur°e, Aubergi

Sugar, Water, Salt, Pepper Extract, Garlic Extr
Nutritional | nf or mati on
Typical Values Per 1 Per 195g (i cart
Energy (kJ) 17 350
Energy (kcal) 4 : 85
Fat 2. 3.9
(of which satul 0. 0.6
Carbohydrate 4 . 8. 2
(of which sugal 3. 5.9
Fibre 1. 3.7
Protein 1. 2.1
Salt 0. 1.0
Step 1: Look at the ingredients. All the i ngrec
nutritional | abel to check the protein content.



Example 2: Tomato Pasta Sauce
150g carton

|l ngredrTematEesamLemonMdsudcarepone, Cheerersfel our, Su
Tomato Paste, Salt, Fat Powder, Basil, Garlic,
Nutritional | nf ormati on
Typical Values Per 1 Per 150g carto
Energy (kJ) 23 356
Energy (kcal) 57 8 6
Fat 2. 3.9
(of which satu 1. 2.6
Carbohydrate 6 . 9.9
(of which suga 3. 5.7
Fibre 1. 2.9
Protein 1. 1.8
Salt 0.'! 0.83
Step 1: Look afiCr t laaen diansgcraerdpioenncetasc.dh elestteh Oexchange
containing foods. Therefore, you need to use th

Step 2: Look at the utritional | abel

n
1 carton = 1.8g protein

Therefore, 1 carton 2 exchanges.



Exampl e 3:

400g tub

|l ngr edi &attesr ,

Garden Vegetable Soup

Carrot, Pwotmit @ar@miiSpne, elt @elkenr,y ,Re

Lent(i2¥ea¥egetable Stock (Salt, Oni ons, Cel ery,

Tomat o Pur ®e,

Bl ack Pepper

Nutritional |l nf or mati on
Typical Values Per 1
Energy (kJ) 10
Energy (kcal) 2 ¢
Fat 0.
(of which satul <0.
Carbohydrate 7.
(of which sugail 2.
Fi bre 1.
Protein 1.
Salt 0.
Step 1: Look atotlaé oiesgr sdvieen asphr,aasr e dall lené x d Isa
foods. Therefore, you need to use the nutritior
Step 2: Look at the nutritional | abel
Protein per 100g = 1.69g protein. However, | tut
Step 3: Use the formula to work out how many e x
Protein content per 100 g (1.69g) x Weight
100
200g (I tub) = 3.2g protein
Therefore, I tub = 3 exchanges.

HY



Exampl e 4: Ri ce cakes
|l ngredients: Wholegrain rice (100 %)
Nutritional Il nf or mati on
Typical Val ues Per 1 Per cake (6.7
Energy (kJ) 163 110
Energy (kcal) 38 26
Fat 3. 0.2
(of which satul 0. <0.1
Carbohydrate 7 ¢ 5. 2
(of which sugal 0. 0.1
Fi bre 3. 0. 2
Protein 8 . 0.6
Salt 0. ( <0.01
Step 1: Look at the ingredients. Rice is an exc
nutritional |l abel to work out the protein cont e
Step 2: Look at the nutritional | abel
1 cake = 0.6g protein = | exchange
2 cakes = 1.29g protein = 1 exchange
Addi ti onal | nf or mati on on Reading Food L
For foods that are not on our exchange | ists,
contains 1 exchange e.g. breakfast cereal s
1 Wei ght of Product that is 1 Exchange:
1 x 100__
Protein content per 100g
1 Wei ght of Product For Your Required Number o
No. o f Exchanges x 100 _
Protein content per 100g

H ¢



The foll owing example shows you how to use thi s
Exampl e 5: Oat FIl akes
|l ngr e dwreoltegOraa(s®#4 %) , MaltodextBamlExysugat, Mal n
Chl ori de, Sal t, Ni aci n, l ron, Pantothenic Acid
Folic Acid, Vitamin B1l2.
Nutritional Il nf or mati on

Typical Values Per 1

Energy (kJ) 161

Energy (kcal) 38

Fat 5.

(of which satul 1.

Carbohydrate 7 <

(of which sugal 1.

Fi bre 6 .

Protein 11.

Salt tra
Step 1: Look at the ingredients. Oats are an ex
nutritional | abel to work out the protein cont e
Step 2: Look at the nutritional | abel
Protein per 100g = 11.1g protein
Step 3: Use the formula to work out how many gr
1 x 100
11.1 = 9g of oatflakes for 1 exchange
2 x 100
11.1 = 18g of oatflakes for 2 exchanges
You would need to weigh out this product.



Preparing a | ow protein meal & a family

Bel ow are some tips on how to make the | ow prot
that your child feels included in the family me
the family. Try to include them in the cooking

Low Protei n Me

Roast meat with roast|Roast vegetables served v
gravy 1 Gravy and potato (cloun
1 Low protein stuffing
T Low protein burger/| sa

exchanges)

1 Low protein Yorkshiire

Quiche or Pie Grated vegetables (coyur ge
butternut squash, sweet g
count exchanges)):
1 Baked as a pie with| he
| asagne sauce using|l | o
1 With pasta sauce an|d a
bread crumb topping
1 Piled i-maewenda wdlel | (co
exchanges)

Grilled meat and stea|Fried or baked aubergine
sal ad protein breadcrumbs wi|th

vegetabl es/ sal ad

Stir fry with rice or|Stir fry vegetables wjth
(cook meat separately|ginger and garlicfoy Use
stir fry for everyone|sauce
Cook | ow protein spaghett
fried vegetables to reser

Use | ow protein fl at N0 O0C

a)

rice noodles (count exch




Family Meal Low Protein Me
Sausage, tomato saucdgUse sausage/ burger mix an
and vegetabl es sausage shape (count exch
potatoes (count exchanges
chips (may need to count
parsnip chips

Burger and chips Use burger mix to make a
exchanges) and serve betw
protein roll with salad
potato chips/ wedges (¢oun
applicabl e)

Macar oni Cheese Use white | asagne sauge,
protein macaroni pasta an

Pizza Low protein breasdrceradpiwa z
tomato puree and top with
protein cheese (count |eXxcC

Barbeque Vegetable skewers and|bak
exchanges) with col eslaw.
mi x (count exchanges) |[to
serve in a |l ow protein ro

Spaghetti Bol ognese Low protein spaghetti | fr
vegetables and tomato|bas
sauce. Use burger mix|to
desired (count exchanges)

Curry Use a curry paste with ti
tomato paste for flavour
vegetables of choice. |Add
coconut milk i f desired (
exchanges) . Serve with 1| o




Chapter 6
Moni toring

Moni toring blood tyrosine and phenyl al anine 1is
Keeping blood | evels under control reduces the
tyrosi ngOgmsel 200and phenytnaolla/nii.ne above 40

Tyrosinaemia requires frequent bloods to monitoc

effectivene f treat ment . The results of t hes

(7]
(7]
o

medi cations as required.

Bl ood tyrosine nd phenyl al anine are measured

of babies or from the fingertip of children. 1|7

wi || be taught ow to ol l ect these bl ood sampl

nt eno
d. On

c
you feel confi u
e
Met abolic Laboratory in Templ e
d
p
0

gh to do it yourself. Gr

(@)

d
how to take bl o your baby is at home, vy
h

send them to t

cont act t he met bol ic ietitians to obtain the

met abolic nurse wi || rovide you with cards ar

samples. Additi nal bl oods -iecopdoingi suacd nMT BC

< O nw 292 ® O ® =TT O w

done at clinic i sits.

I f tyrosine | evels are too high or too | ow, yol

(7))
—t

changes to make. Adju ments to the NTBC may be

number of factors cau

(7]
1)

bl ood tyrosine | evels t

Tyrosine |l evels may increase when:

1 Tyrosine and phenyl alanine intake (exchanges

T I ntake of synthetic protein is too | ow which
ti ssue for nutrients. This releases tyrosine

1 A childds rate of growth has sl owed meaning
are being used to build new proteins.

1 l'l'l ness, vaccinations and teething may make
They can cause higher tyrosine | evels from t

1 l nsufficient calorie intake results in the b
calories and causes the release of tyrosine

00



Tyrosine |l evels may increase when continued:

1 Acci dent al i ntake of products containing asp
1 NTBC dose is increased or adjustments to NTB
Tyrosine | evels may decrease when:

1 Il ntake of tyrosine and phenyl al anine (exchan
1 Growth in a child causes |l evels to fall as t

body tissues.

1 Someti mes following illness when the body is
It is really important to inform your dietitiar
days prior to |l evels being taken e.g. over exct

Steps to taking blood tyrosine and pheny
1. Check the expiry date on screening card and
sheet of the screening card; affix the patie
not forget to write the date of the sample o
card, the blood sample cannot be anal ysed.
2. Ensure the heel/toe (i f walking)/finger (if
the blood sample with your | ancing device.
3. When a blood droplet forms, gently blot the
outlined. Bl ood should be blotted onto the ¢
Twdull <circles are sufficient so there is no
that the blood has soaked through to the oth
4. All ow the blood spots to dry completely befo
i mportant toadtdtasesbhetthkapet to the outside o

stamp otherwise the sample wildl not reach th
5. Post the sample early in the week and teleph
approxi mately two working days |l ater. A diet
any necessary dietary changes. The metabolic

be made to the NTBC.



Here are somenocetx aweplldasfdalfltendat t hwi Metabtol he &l
anal:yse

Smudged card Too |little blood

Usef ul tips for doing bl oods

1 Keep all the equipment for blood tests toget
require new supplies.

1 Stock up on necessary supplies at your clini

1 Have a stock of postage stamps available for

1 Remember to dispose of the used needles/ |l anc

NOTE: I f you experience any problems taki:H
supplies of envelopes, cards or stickers,
the nursing staff on 01 8784409 of cont a
01 8784317.

Frequency of monitoring blood | evels
Frequency of bl ood monitoring depends on indi
|l evels. This is determined by the metabolic teec

op



Ringing for | evels
It is really important to call the metabolic di

information for the dietitians is as foll ows:

018784317 and press 2 flor dietitia

| f the phone iIis not answered, please | eave a me
possible. The | aboratory in Temple Street wusual
with results available the following day. The v

provide an efficient service please ring betwee

Monday, Tuesday, Thufpday and Friday
Wednesday and Thiu2s8@apm |[10am

I n case of emergency, please contacallthei a
switc®78®4200.



Chapter 7
Weani ng

Weaning i s an exciting time in your babyods I if
recommended that weaning begins no earlier thali
your babyés tummy is not ready for solid food |
beyond 26 weeks of age as there is a O6window o]
skills to eat and accept new tastes and textur
diet. Protein O0freed foods are started first.

Your dietitian wioMeagiwg yourababpy oofbaf Dyrodih

time comes to wean and will discuss weaning in

This bookl et can al so be downl oaded fr om:

http:// met abfoalmich.yioe/nuaatiiom@timeéit biboh $ it wiléd si nae mi



http://metabolic.ie/patient-family-information/metabolic-conditions/tyrosinaemia-type-1
http://metabolic.ie/patient-family-information/metabolic-conditions/tyrosinaemia-type-1

