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|l ntroducti on
Thg aim of this guide is to proyide.informario
child who has PA. We hope you find it useful .
time of printing and the recommendati ons |[mad
recommend you use this handbook only wundir
Pl ease find further information on ofur




Chapter
What 1 s PA

Propionic acidaemia (PA) is an inherited metahb

protein containing foods.

Proties none of the main nutrients in our diet. I
cal amdno acWhen protein is eaerpypymesdmi sobaokewn.

These amino acids carry out a variety of funct

as well as making other body proteins.

Met hi onine (Met), threonine (Thr), valine (Val
People with PA are born wenhypymeo mHComwyAt tavéoxyl
(PCC), which is used to breakdown methionine,
This can | ead to high | evels of propionic acid
brain damage, heart problems, movement disorde
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How i s PA treated?
The aim of treatment I s to ensure acceptabl e | e

and ammonia and to provide adequate protelihre t o
treatment of PA i d oa ,llovweedgdbtieon tdoe& met hionir
and isoleucine f({lsrgeaathepgplcememtt ein). The synthe
amino acids, vitamins and minerals your chil d
recommended. Biotin supplements will also be r
frequently used at intervals to help reduce t he

Avoi dance of prolonged fasting is recommended.

An essenti al part of the treatment is to do Dbl ¢

ammonia in the Dbl ood. These bl oods are sent to

When your <child is sick, theirandd eytoaur ywintal n angeeent
metabolic team for advice (see chapter 7 on il

Your child may need to go to hospital during tt



How i s PA diagnosed and what causes it?
Around one -1i5n0 ,100000, ObCaObi es born wor |l dwi de have P
di agnosed before 2 years of age following an il
and this then | eads to your child becoming rapi

urine tests.

PA is an inherited metabolic disorder. Chil drer
As a parent of a child with PAPAygenbdavE&Ehbsei PA

being a carrier. People who are carriers for P/
inherited two PA genes, one from their mother &
child hasiBAIi mportant to remember PA is not sor
there is nothing you coul dl hhearvee idso nae 1t o np r4e vcehnat
child born to the same parents wil/ have PA.

PA gene
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The National Centre for I nherited Metabolic Di s
with PA are treated in the Republic of Ilreland.
by diet and medications.

Successful treatment of PA involves the foll owi
Foods t oHiaglmiplrotein foods such as meat, fi sl
yogurts, soya, nuts, bread, pasta and chocol
threonine, valine and isoleucine and are not
foods may be included in your childbés diet d
di scussed with you by your metabolic consul't
Nat ur al prot eiPre/opA ehavidées PA still require a
threonine, valine and isoleucine for growth
natur al protein (protein exchanges). An exc
contains 1 gram of protein. The amount of ex
your childés blood results. Typical exchange
of potato, beans and cereal s.

Dai | I nt ake of ®Bhling heantcaipntaminno acids ( e»
threonine, valine and isoleucine) and vitami
formul a, drink or gel The synthetic protein
day. The amount required wild!@l be calcul at ed
Protein fiSoemef doods are naturally |l ow in pro
childdés diet. Examples include most fruit an
There are also a number of specially manuf ac
cereal and mil k which are available on presc
phar macy.

Avoid prolondgedisasmpogt ant for peopl e with
period of time. You wil/| be given specific g
well and unwel |l



Bl ood I|Revgeulsar monitoring of your childés bl o

an essential part of the overall management
how often this needs to be done. This will di
Medi catCaaomsi:ti ne suppl ements will be recommen
Carnitine is used to help theBibootdiyn gweitl Ir iadl soo
recommended. Low dose antibiotics (metronida:
reduce the amount of PA which is made natur al
Extra care ddtienaeitlalbrodd<: team will advise vy
medi cations need to change with il ness. Eacl
plan. You need to carry the emergency tel eph:q
at all times. Your <child can become unwell q
and ring if you are concerned. Il f your <chil d
supply of products for making up unwell ffeed:
copy of the emergency |l etter from the metabol
the metabolic dietitian.

Keeping suppllaitées Us very impotrdlanhe saphkéegpobl
synthetic protein, | ow protein foods, carnit.

plan and bl ood for ms.

ClinicWhieniyour child is first diagnosed you

information and support. During cl in
of the metabolic team, including ¢tF
wor ker and psychol ogi st. Visits car
your child grows older, the time bet

depending on their needs.
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Feedil ng
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ammonia at an acceptablobeehtaehs tBoemsthmmkekhi
valine and isoleucine for babies with PA. The
addition to breast milk. Il nitially, you wil/|
breast mil k. This is only for a few days unt.
advised by the metabolic team on how much PA
formul a, alternate the breast you offer first.
do not worry, offer this one first at the nex
i's given by bottle first to reduce the amount
from breast mil k.

A measured amount of PA infant folrmul a
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Whil e breastfeeding, you do not need to alter vy
However, the following points may help you duri

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 babybs

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 ibusihnagn damnore lwa ctthr iac bare

wi || need to express approximately every three

Pl ease ask your dietitian for a Templie Street C
Ol nformation for Parents .on fExyporue shsaivreg aBirye agsute sN
breastfeedawwmwgpreastdbeedi 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 PA infant formula. A
given first and then PA infant formula to appet
A measured amount of standard | nfant fo

and then PA infant formulla to appe

|l f your baby is hungry in between feeds

infant formula in addition to |the measu

infant for mul a.



http://www.breastfeeding.ie

PA i nfant formula (synthetic protein)

PA i nfant formula contains all the nutrients ne
valine and isoleucine. This wildl be prescribed
The amount of PA infant formul a and breast mi | k

adjusted from time to time to provide the right

keep their blood |l evels in an acceptable range.
gr ows .
Unl ess your dietitian advises you to do so, it

formul a.

Preparing formula (standard infant fo
1 Boil fresh water
q Leave to cool for 30 minutes
| Cl ean surfaces and wash hands
q Pour the required volume of water 1into a|] st e
q Add the appropriate number of scoops wusijng t
q | f your baby needs 45ml of formula, add |2 sc
water and then pour out the extra formulja ur
q Shake well
1 Cool quickly under cold running water
q Check temperature
q Throw away unused feed after 2 hours

To store the for mul 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 catgrroooom t emper atur e

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

For additional information pl éddoev 4 Ok pyepraredi gic
bott | eprfeedccudcded b ywwSha fseaff ceff doaofdd etuhew HISEe (i e



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

Addi tional i nformation for feeding your

Most babies, whether they are breastfed or bott

until they are four to five months ol d.

1 Provided your baby is well, only the PA infa
formula are needed until they are 17 to 26 w

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 ee

(50g) of vitamin D3 every day, for the first vye

vitamin D3 products available to buy in Irelanc

daily i1s different for each product. Read t he g

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



Recording Your Babies I ntake

Bel ow i s an geux amnep lae feefeda ng/ daily record pl an

record your babyodés feeding pattern.

For breastfed babies:

Feeds Dateéeéeeéeé. .
Number PA infant
measur ed (measured
7am Feed 1 30 ml Ri ght si|jde
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 sidfe
10. 30 Feed 6 3 0 ml Ri ght si|de
1. 00 § Feed 7 30 ml Left sidfe
4 am Feed 8 30 ml Ri ght si|jde
5am Left sidfe

For f ofrend!| abi es:

rrrrrrrr

Feeds Dateéeéééeeeeeée. .

Standard inf
(measured P A

Number
measur ed

infangtt

7am Feed 1 20 ml 6 0 ml
10. 30 Feed 2 20 ml 20 ml
1. 30 Feed 3 20 ml 30 ml
2. 30 6 0 ml
4pm Feed 4 20 ml 4 0 ml
7pm Feed 5 20 ml 6 0 ml
10. 30 Feed 6 2 0 ml 10 ml
1. 00 § Feed 7 20 ml 30 ml
4 am Feed 8 20 ml 50 ml
5 am 3 0 ml

w
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Synthetic protein is a specially made protein t
threonine, valine and isoleucine that your <chil
synthetic protein will also contain all of the
healTthre. synthetic protein is an esskehtialipanbdbt
recommended, blood | evels of methionine, threon
rise, which can cause health and growth probl en
The amount of synthetic protein needed by your
change throughout your childodés |ife depending o
variety of synthetic protein available in diffe
preferences. For example, infant formula for ba
l iquids for older children and adults. These ar
pharmacy. Your dietitian wil!/l help you find the
The synthetic protein must be taken evenly thro
met hi onine, threonine, valine, i sol eucine and a
child is struggling to take al/l of tMWMei PAsynt he
reqguires a diet for I ife, this means that the s

What to do if your child is refusing c

protei n?

Dondét panic.

Contact the metabolic team to explore met horct

synthetic protein.
1 There are a variety of synthetic protein opt

childdés taste.
1 Nevertmexsynthetic protein with food. I t|] 1 s

taste of the synthetic protein in its trlue f
1 Never yourcechild to take the synthetic plrote
I f you experience any problems with supply or ¢
companies directly. Contact numbers for the con



Chapter 5
Di etary Manageme.l

At present, the dietary treatflTmmemnst ifsom HAeitslia®rt]
prevent supa obfuielxdkc ess met hionine, threonine, val
while at the same time providing enough protei|

five main components of the diet.

1. Synthetic protein (see chapter 4)

2. Unwel | ma R(asgeeemecnhta pt er 7))

3. Foods to avoid

4. Exchange foods

5. Free foods

The PA diet must be |l ow in methionine, threoni:
protein must be restricted. The diet is best d
REBTOP:

Do not eat these foods as they e 190 gt
(methionine, threonine, (svmdlilneamnu yae)
all owed depending on tolerance).

GO CAUTI OUSLY:

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

GREEGO:

These foods contain very I|little nat t ei |




GREEN ®GKRese foods can be eaten f

These foods are either natwurally | ow i eir
in protein and so are O0free from exchal or
Some foods are naturally | ow in protei:| a s
mar garine, cooking oi(lgngym,s snu@tarr eama yd
infant underY&@&a@ wmantbedk in all the us:i y s
you can use herbs, spices and flavouri. ac
There is a | arge variety of specially ctt
pizza bases, pasta, rice, flour, cereal I k,
and chocolate. These foods are availabl . .. pre
An up to date | 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
sugar and fat for the same reasons as other chi
The following tables give examples of foods t he
and i soleucine and so are allowed freely in the
Veget abtesh, tinned, frozen

Artichokes Cucumber Peppers

Asparagus Curly kale Pumpkin

Aubergine Fennel Radi sh
Beansprouts French beans Rocket

Beetroot Garlic Runner Dbeans
Butternut squasGher 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 chestnutseg




Frufitesh, ti nned, frozen

Appl e Grapes Passionfruit
Apricots Guava Peaches

Bl ackberries Jackfruit Pear s

Bl ackcurrants Ki wi Physalis

Bl ueberries Kumquat Pineappl e
Cherries Lemons Pl ums
Clementine Li mes Prunes
Cranberries Lychees Rai sins
Currants Mandarins Raspberries
Damsons Mangoes Rhubarhb
Dates Mangosteens Sat sumas
Dragon Fruit Mel eemmnt al oupe Star fruit
Fi gs Mel ehroneydew 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

portions of this fruit or lvegethamlge . 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 i f 200g of sweet r
counted as 1 | exchanges.

Fruit and vegetables to be taken in | i mi
Bananas: 1 banana Pl aintain: 1 plaintain
Broccoli: 8 florets (8Pagmegranate: 1 pomegrdnat
Brussel sprouts: 6 sprS®huarson 9f0rgyi t: 1 sharon fr
Caulifl ower: 9 small f3pirreach:( 940599 (1 bl ue scoo
Mushrooms: 5 medi um muSwer eoto npso t(a8t0og:) 80g (1 i bl
Oranges: 1 orange Yam: 100g = 1 exchangse

M ¢



Sweet s

Whit 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 suganSuitable jellies* |Maple syrup

Any chewy sweets*

Ot her suitable sweets from treafts
Seasonings|{Miscell aneous Food essenc

col ourings

Chil i Baking powder Al mond essenc¢e
Curry paste |Bicarbonate of soda&ochineal
Curry powder{Buttercream icing Pepper mint
French dress|iCobgnfl our Vanill a
Her bs Cream of tartar
Mi nt sauce alrSdprijielkllys
Mustard Some custard powde|rs
Pepper Pasta, noodles or [rice made from
Salt konjac (Asian root| vegetabl e)
Spi ces Sago
Vinegar Tapi oca
*al ways check the foods |isted above for gel at
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Dri nks

Sauces

Butter
Lar d

Mar gari ne

Sui tabl e

Coconut o

Duck Fat

Goose f at

Fry |1 ight
Gr ape
Ga
Ol i
Rapeseed
Sunfl ower

Sesame o0i

Vegetabl e

seed

ow

SPp

(0]

oi

f

r a

Some coconut mi

Pure fruit juiceé

Hemp mil k

aHi gslpreemmedr gy dr i i

Mi ner al s

mi | k
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Ri ce (not s
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Squashes/ cordi al

Wat er / soda wat ¢
See chapter 13 f
alcoholic drink:s

Tea/coffee/herbabagﬁg

Rppl e sauce

rBal samic Vvin

Cranberry sa

1EBut ney
Hor seradi sh

sKetabup, i br o
MBEEIRMEDEAna

creams
Mustard

S au-a ens

rsAmcesr al wa

Piri Piri S

Rel i sh

Sal adi dabsei
;Soya sauce (
Sweet chil |l

Tomat o sal sa

Tabasco sauc

Worcester shi
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TThesée L Lffoods can be en
measured amounts and are known as han
Your child requires a small amount of | ynior
growth, devel opment and repair. Foods 1S
potatoes contain a small amount of prof me t
i soleucine. Thesemeasergidvemahhesmalkic ha Ev e
child wil/l have a set number of exchani ’rC
child is allowed will change depending reir
as natural protein. Your dietitian wil| >at e
you a booklet containing commonly used 1N g e
An exchange is the amount of any food i ont

1 exchange = 1 gfram (g) protei
Examples of foods that contain 1 exchange inclt
1 1 1 level bl ue scoops of mashed potato
1 2 tablespoons of peas
1 1 |l 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
met hi onine, threonine, valine and isoleucine. I
you can count exchanges for your chil d. This wi



RED STD® : no't eat t hese f oods.

all owed depending on tolerance)
These foods are high in protein and me
so are not all owed.

MeaBeef, | amb, pork, ham, bacon, <chick:

Oof faeiver, tongue and kidney.

Processedamesatg.e s, rasher s, puddi ng, ccC
e.g. burgers, meat paste, meat pate an opi
Fi sAL I kinds including shellfish, fro. . t

fingers and fish cakes.

Egg#éall wvarieties.

Mi |l k and mil Mi Ipkk odiucdlIsudi ng cows, goat s, soya)

cream and chocol at e.

Chee®fAé¢l vasomd iwesgdn cheese and chee)s.e spreads
Soy&doods made from soya such as TVP, Quorn and
Vegetari an Vergedwatiain meal s, burgers and sausag

Nuts and slemecdsudi ng peanut butter and nut sprea

BreaWhite and brown bread, soda, pitta, naan,

scones.

FIl our basdPhsftmgdssakes and biscuits.

Gel atdenlel:y, jellies and swe Remember : | at

For every food tlhat
cannot have, thejfje

|l ow protein alterlnat




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:
Firstly | ook at the ingredients to see what
q Someti mes, the nutritional information state
However, if you |l ook at the ingredients you
product are 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 Il f the product contains exchange containing

protein should be counted adodesexraimpdde , om thh
sauce contains cream, t herefore it mu st be ¢
1 Anot her exampl e of this would be a soup whic
which is an exchange food; therefore the pro
on the | abel For exampl e, i f there is 1.0g¢g
needs to be counted as 1 exchange.
Some foods or drinks wil/ already have the prot
Use the guide below to help you.
Protein content Number of Exch
0r0. 3g Free
0.40.7¢g i
0.8d4. 2¢g 1
1.34.79 1
1.88. 2¢g 2




However, this is not always the case. Someti me s
per portion yourself.
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 is done:
Weight of food to be eaten x Protein c
100

Example 1: Tinned Ratatouille Proven-ale
390g carton

|l ngr edTematt®;, Courgette, Tomato Pur°e, Aubergi

Sugar, Water, Salt, Pepper Extract, Garlic Extr
Nutritional | nf or mati on
Typical Values Per 1 Per 195g (i <car
Energy (kJ) 17 350
Energy (kcal) 4 : 85
Fat 2. 3.9
(of which satul 0. 0.6
Carbohydrate 4 . 8. 2
(of which sugail 3. 5.9
Fi bre 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.



Exampl e 2:

150g carton

Tomat o Pasta Sawuce

| ngr edTemattTeseamLemonMdsd arepone, Cherersfel our, Su
Tomato Paste, Salt, Fat Powder, Basil, Garlic,
Nutritional | nf or mati on
Typical Val ues Per 1 Per 1509 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 afCr tlaaen diansgcraerdpioennetast.dh eleeteh O6exchange
containing foods. Therefore, you need to use th
Step 2: Look at the nutritional | abel
1 carton = 1.8g protein
Therefore, 1 carton = 2 exchanges.



Exampl e 3: Garden Vegetable Soup
400g tub
|l ngredi s&watesr, Carrot, Potmrmit@ar@miiSpne elt@aelkenr,y ,Re

Lent(i2¥ea¥egetable Stock (Salt, Oni ons, Cel ery,
Tomato Pur ®e, Bl ack Pepper

Nutritional | nf ormati on
Typical Values Per 1
Energy (kJ) 10
Energy (kcal) 2t
Fat 0.
(of which satul <0.
Carbohydrate 7 .
(of which sugal 2.
Fi bre 1.
Protein 1.
Salt 0.

Step 1: Look atotla¢ oesgr sdvieen asrgre,aasr @ dalllene x ¢ Iss

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 100g (1.69g) x Weight of
100
200g (1 tub) = 3.2g protein
Therefore, |1 tub

3 exchanges.
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ampl e

4

Ri ce cakes

|l ngr edwlealteggr ain Rice (100 %)

Nutritional

Il nf or mati on

Typical Values 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 sugail 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 | 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, Y
contains 1 exchange e.g. breakfast cereals
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

NoO. of Exchanges x 100 _

Protein content per 100g

HY



The foll owing example shows you how to use thi s

Exampl e 5: Oat FIl akes

|l ngr e dwreoltegOraa(s®#4 %) , Mal todextBamlExysugat, Mal n
Chl ori de, Sal t | Ni aci n, |l ron, Pantothenic Aci d
Folic Aci d, Vi tamin B1l2.

Nutritional Il nf or mati on
Typical Values Per 1
Energy (kJ) 161
Energy (kcal) 38
Fat 5.
(of which satul 1.
Carbohydrate 73
(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 = 11.19g 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.

H ¢



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 (cjoun
1 Low protein stuffin|g
T Low protein burger/| sa

exchanges)

1 Low protein Yorkshiire

Qui che or Pie Grated vegetables (coyr 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-atve na wdlel | (co

exchanges)

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

vegetabl es/ sal ad

Stir fry with rice or|Stir fry vegetables with

-
n
)

(cook meat separately|ginger and garlicfoy
stir fry for everyone|sauce

Cook | ow protein spagh
fried vegetables to r
Use | ow protein fl at N

9%
O O u»w o
(¢
—_—

rice noodles (count ex




Family Meal

Sausage,

t omat o

and vegetabl es

Sauce€
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Chapter 6
Moni toring

Monitoring bl ood methionine, threoni ne, val i ne.
part of managing PA. Keeping these |l evels undel
requires frequent bloods samples to monitor thi
tests are used to adjust the diet and medicati
depending on blood control and other factors s

The metabolic team will decide on this and i nf

Bl ood samples need to be takeaminoyaaddtmooah h

are the routi neBlroeogduse sftosr faocry | RRAa.r niAnmmmoensi ananya ya ||
checked in your | ocal hospiThael ofdepebtoondsowi t|
Met abolic Laboratory in Temple Street for anal
forms for these bloods at your <clinic appoint m

Remember if the procedure of taking the bl c

cause the ammonia results to be highler th

Il f the bl ood amino acid (methionine, threonine,
high or too |l ow, your metabolic dietitian or di
make to the diet and medications. A number of

decrease outside of the target range.

Bl ood methionine, threonine, valine, i sol euci n¢
Met hi oni ne, threonine, valine and isoleucine

1 |l ntake of synthetic protein is too |l ow which
ti ssue for nutrients. This releases methioni
bl ood.

1 A childdos rate of growth has sl owed meaning
i soleucine (exchanges) is being used to buil

1 l 1l ness, vaccinations and teething may make
This can cause higher blood methionine, thre
breakdown of the bodyds own muscle tissue. T



1 l nsufficient calorie intake results in the Db
cal ories and causes the release of methummnin

of ammonia into the blood.
1 Adjustment to medications i s needed.
Bl ood methionine, threoni ne, val i ne, i Sol euci ne
q Il ntake of methionine, threonine, valine and
recommended.
1 Growth in a child causes | evels to fall as m
used to build new body tissues.
1 Someti mes following illness when rebuilding
It is really important to inform your doctor of
days prior to |l evels being taken e.g. over excht
Frequency of monitoring blood | evels
Frequency your childés blood monitoring depends:s
determined by the metabolic team.

Resul ts

The metabolic doctor will contact you with the

information for the metabolic doctors is as f ol

0188784200 and ask to speak teatlHe met abo

o Il n case of emergency, pl ease contacalk hei a
switc®784200.



Chapter 7
| | | nes s

Children with PA have the same number of <coughs

they need extra care because of the risk of rap

They can become very sick, very quickly. When u
met abol i The eaonnt act number is 01 8784200 and as
orc al | bet ween 9am and 9pm. After these Halids,
| f you have any conpgpcerns, ring
emergency number ydqu have been
gi ven. |t I s better| to be over
During illness, the body starts to break down i
threonine, val iimda oandei 9dloodcisneg e am. Levels of
and i soleucine and ammonia increase quickly whi
it can become I|ife threatening.
During ill ness, high ammoni a, met hi onine, threaga

by giving appropriate dietary management and hi

protein will be either reduced or stopped. Al
plané. This unwell pl an wil |l be updated regul ar
clinic appointment. This unwell pl an wil | gui de
volume required daily when unwell . Stop natur al
have spoken to the metabolic team. The metaboli
protein and if additional medi cations are requi
I f a child is not drinking enough of their unwe
(a tube that passes through the nose and into t
this tube so it can be done at home. Alternati v
child is not tolerating feeds through the nasog
used; this can only be done in hospital



Call the 24 hour emergency nu u h
I mmedi ately i f your child has t he
1 Vomi ting

1 Diarrhoea (very |l oose or watery stool s)

1 Refusing feeds

1 Poor appetite for food

9 Temperatur’@ over 38

1 Excessive sl eepiness

q Low energy | evels

q Slurred speech

1 Unsteadiness or feeling wobbly

1 lrritability

When unwell , it wild.l be necessary to do more r e
chil dés condition should be i mmediately report e
need to be contacted even if your child has pre
Sometimes, a relatively mild illness may requir

coped wi

th their il ]l ness

An admi ssion to hospital

at home

may al s

before.

O be required ¢

e.g. dental extractions, or injuries e.g. broke
I f your child needs to be atmitted

pl ease ensure you bring a opy of
emergency medi cal |l etter, Jadequat e
products that you need fonq the un

medi cations (biotin, carnifjtine an

op



At home make sure you have:

1 Phone numbers for your metabolic team and | o
1 Copies of your unwell plan stored in an acce
1 I n date supplies of all products needed for

1 Sufficient supplies available for a number o
1 Emergency | etter from your metabolic doctor

1 Supply of medications including biotin, carn
During illness your childbés medications are | ik
metabolic team on this. As your child begins tc
be increased; you wil/ be guided by the metabol
You may also need to use your wunwel | pl an 1 f ar
Di al ysi s

I f |l evels are very high during the hospital ste
har mful substances such as ammoni a.
Vaccinations

Vaccinations are a way to protect your child fr
be given according to the wwavt i onmalni ¥S@atmu mimed @b ot
team will discuss this with you and i f any addi
e.g. flu vaccinations. Your child will need toc
their early years may need to be admitted to hc
medi cations may al so be needed.

Di etary plans

Each patient wil/l have their own individual di e
needed to managewlyomnrwelhli | @dd | dnwel I be updatec
after your childbés outpatient appointment to pr
you Udbe. dietary plan outlines the feeds requir e
dietary products needed. The dietary plan consi
understand this plan and you keep it in an acce
copies of the plan. When you get a new plan , er


http://www.immunisation.ie/

Page 1: The Well Pl an

The first page of the plan is the wel/ pl an. TE&
exchanges required and feeds that your <child ne
PAGE 1

Pati ent Name

PART Ahis section contains yofoorpéaosepnahbli nober mat

Di agnosi s:

Dat e:
Current weight:  |____ Kg
PART Bhis section contains informwatidohi sni hher thatt

agreed with yourfoconnussuel tbhayntt haen dd oicst or s and di etifti a

DI ETARAYMSVHE NVEL L

Energy | _______ kcal per day (______ _kcalll kg)
Natural Protein  |_______ g (_______ g/ kg)

Synthetic Protein |_______ g (_______ g/ kg) or ml per| day
Tot al Protein | ____ o (____ g/ kg)

Fluid requirements | _____ __ m per day

Vitamins & Minerals

AA/ DHA suppl ement

Hi gh Cal orie Drinksl_______ per day

Remainder of kcal to be achieved from exchangels and| | ow
PART QChis mest hiemportant .secltti omordtoai yoDui nformation

the volumes of each feed and other ddet hyybawedlsdluwh €
Your childbs exchanges may change between outpaftier

you are given between appointments.

DI ETARYANVHENVEL L

Nat ur al Protein  |____ _ _ exchanges or  _ | _ml
Synthetic Protein ____mlL _per day
Hi gh Calorie Drinks____mini mum ml

Vitamins & Miner al ¢
AA/ DHA suppl ement

PART Thii s section is also important for vyou. f eletd sco
wi || need to be wealdleT hues el ahd we wlheenn put t oget he by
We | | Recipes

Synthetic Protein Per 100 ml

Natur al Protein Per 100 ml

Hi gh Cal orie Drink Per 100 ml




Page 2: The Unwel | Pl an

|l f sick, the Unwell Pahge mwet obeybofrl owetd dds di

i nformation on your childds unwel | pl an i1includi

these feeds that need to be taken when unwel |l

protein is stopped, start the unwell plan and c

may be required i f the unwell pl an cannot be ac

PAGE 2

PART Hhis contains informati omnwenl [fties dii reft o ramat if eje disa

wi th your consuuslet abnyt tahned diosc tfoorrs and dietitians

DI ETARYMSVHE NUNWE L L

Energy N\ _______ kcal /day (_______ kcal/ Kg)

Natur al Protein As per met abolic team.

Synthetic Protein |_______ g (_______ g/ kg) or _|___ _ml

Vitamins & Minerals

AA/ DHA suppl ement

Hi gh Cal orie Drink [(SEHO/pHatn) bel ow

PART Fhis section showsnweéelel vioediandsngfthkel synt het|i c

taken when unwel | . I f your c¢child is unwell, you nged

you on the number of exchanges (natur al protein) fo t

must ensure an adequate volume of the high calorip dr

vol ume of the high calorie drink needed wil/l depepd o

the metabolic team. These may change daily when ypur

DI ETARYANVHENUNWEL L

Natural Protein Exchanges are stopped or rejduceld as
abolic Team.

Synt hetic Protein |_______ ml per day

Exchanges

I f Reduced to Ex Give __ _ __ __ ml High Calorie|Dripk (

I f Reduced to Ex Give __ _ __ __ ml High Calorie|Dripk (

I f Reduced on Ex Give __ _ __ __ ml High Calorie|Dripk (

PART Qhese are your unwell pl an recipes. They may|l be

make sure that you understand them and make them pp c

Unwel | Recipes

Synthetic Protein Per 100ml

Natur al Protein Per 100 ml

Hi gh Calorie Feed Per 100ml

oy



Page 3: The Unwel | Pl an

Sometimes a third page will be added.

This will give a |ist of protein free foods (b
foods) that can be taken during a period of il
the high calorie drink needed can be reduced. |
protein bread, the volume of the high calorie

di scuss this with you in more detail.

o



Chapter 8
Weani ng

Weaning is an exciting time in your babyds | ife
recommended that weaning begins no earlier thar
your babydés tummy is not ready for solid food «L
weaning beyond 26 weeks of age as there is a 06v
devel op the skills to eat and accept new tastes
bal anced diet. Protein O0freed foods are startec

Your dietitian wioMeagiwg yourabathpy omfeathRA di ent

to wean and will discuss weaning in detail with

This bookl et can also be downl oaded fr om:
http:// met abfoalntich.Vioe/npaatiicammimeit abohHRlcp daeimo mi/ c



http://metabolic.ie/patient-family-information/metabolic-conditions/propionic-acidaemia
http://metabolic.ie/patient-family-information/metabolic-conditions/propionic-acidaemia

