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About this gll

This guide is for nd caregl‘ s whose child has beendiagn
to help you and your family understand CF and learn how you can h

Most of the information focuses on supporting you through your child’s first year following
diagnosis as a newborn and throughout the booklet, children and their parents share their stories
about living with CF and tips for daily life.

Although there is no cure for CF, advances in our understanding of CF, improved treatments and
new medications have significantly improved the quality of life and life-expectancy of people with
CF. With ongoing research, there is every reason to be hopeful of ultimately finding a cure.

This guide has been developed together with ‘A guide to cystic fibrosis for family, whanau and friends’
that extended family, whanau members and friends can read to help support you and your family.
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Dear Farents

[t's Wfosstéw to meum‘@ff abswrb all the information
n a jmd/& Like this when ]M% /usz‘ receied, the
uf@—chwymj news that yowr chitd, has cjsﬁc fibrosis.

S0, | would Like to gpen it with a messagge of hope.

Emy year, people with CF are LMW W%”’ ja#mj /oés, jm t
wlversity, /aéaj[yi,j sport, jdﬁ”:j warried, and M/ij kids of their own.
Vour child has a major dness, but there is a Lot you s parents can do
b slow down the distase and keep o child as hmbz‘hj as pussiple.

There are great teams of health professinals arund the countr

who will work b help gour child, to, and there is a qreat CF community
(including CFNZ who put tigether this quide) who can provide support;
with many of them hww'r% peen fhmﬁh the same fhmj yon are

jo z'y1,7 fhyotyﬁh now.

As o Lok after ~your child, and as o work your iy throwah this quide,
z‘hmjs can feel /V@@ overwhelming at times = remember to Lok after
jomaf to and take fhthﬂs me 55,@ at a time.

But must of all, know there is hope and there are fht'n:75 o can Ao
o help o child..

Sfélwh&m
Father of a 67W0L¢t with CF.



Finding out your child has CF

Receiving a diagnosis of cystic fibrosis
for your baby has probably come as a
shock to you and your family, and you
may feel overwhelmed with how much
there is to learn and the impact CF will
have on your child’s life.

You are not alone. You may have already
met some members of the healthcare
team who will help care for your child, and
as your child grows, you may find support
from other families with children who have
CF helpful.

As a parent, you are part of your child’s
healthcare team and an important partner
and decision maker in deciding the best
care for your child. With time and practice,
you will develop the necessary skills to
manage CF as part of everyday life.

How are you feeling?

Many parents describe the time
following their child’s diagnosis as a
rollercoaster of emotions.

Learning about CF and the impact it has on
your child and your family often leaves little
time to think about your own health and
mental wellbeing.

But how you're feeling, and how you're
coping with your child’s diagnosis is
important. Every parent deals with their
child’s diagnosis in their own way, and
there is no right or wrong way to feel.
Having a child with a chronic condition like
CF is hard emotionally and ‘staying positive’
is not always easy to do. Parents, especially
mothers, often feel if they're not doing
everything, they're not doing it right.
Seeing yourself as a key person in your
child’s healthcare team, but not it's only
member, can be helpful.

Yl the m}iﬁj pLajs, when CF was prett J
new B us, we lived, near a fovest W«%
sften throw the Kids in the b and,
0 for a Long walk. The kids Were out
in the fwﬂ?&w and wed, do a Lot of

talking. We wsed 4 do that theee o four
ﬁ'mésj a week. It was qud, b be ot of
the house and we ustd b talk a Lot

‘One of the things | wish 4 dene
earlier was to take my own time—out
-t Literall Sféf vy from the sitwation
for a perid, of time o a reqular basis.
Fust taking a break from 6%72%%
fora 0{? o two reall hdl%d

s ints f(%fa&cﬁ%
[ owti me & cham,w ) z‘hmk about
o’ | was man. &/@r mwt
what | comg ﬂCj zﬁ[&%m
\ think is important t find, simethin.
t do thats purel /nsf for you = readin
a bok, aoin fo{ a wal om/ t the
movies, or ca,fchmjj up W'Z fn@nds

Vs MVIM% how talking thinas over
with 5om6m/6 can maz ?/7
difference to how qon f&@b 6V6V7/

i mfhm, a/cfmu cha
Havin. J mmm o @y

can unload to is rmLL] thMmz‘

\alking t a /Mf&mmu has been
really helpful. | can g ints their office,
dump all my emotiins o them and
theyre /MLM, B be 7@61‘ and, Listen.
When lve finished | can twn artund
and walk wt and | don't owe them
a’yf’ffh”f’j Like | do with fy&ﬁnd&”



[t's important to acknowledge your feelings, and we hope with support from a range
of people, including health professionals if needed, you look at your child’s future
with CF as one of hope and possibility.

Look after yourself. It's easy to put your own needs last when caring for other
people, but it's important to find ways to take some regular time out, away from
the demands of CF.

Some parents find support from their family and friends enough, while other
parents need support from health professionals, including counsellors or
psychologists. If you're finding it hard to cope, please reach out for advice and
support. Talking with your CFNZ fieldworker, CF nurse or GP is a good place to
start — they can make sure you're put in touch with the right people to help.

Cystic Fibrosis New Zealand — here to help

Established in 1968 as a volunteer support group for parents with a newly diagnosed child,
we dedicate ourselves to shaping a brighter future for everyone with CF.

As people with CF live longer and have a better quality of life, there are many life transitions,
milestones and challenges to manage along the way. We offer personalised support, whether it
is emotional guidance, practical advice, or financial assistance, to individuals and their families
throughout their changing journeys.

Our team of fieldworkers visit and support families,

provide information packs, cover the costs of essential
medical equipment, hospital allowances, welfare c f(YSTK
assistance and other means of support. We also fund FIBROSIS NZ
CF research and advocate on behalf of the community for If you would like to
better access to services and care. know more,

) ) please get in touch.
As well as our national office, based near Starship www.cfnz.org.nz
Hospital in Auckland, we have regional branches that .
are run by CF families for CF families. The branches info@cfnz.org.nz

provide invaluable friendship, advice and a caring 0800651 122
support network.

Support from health professionals

A multidisciplinary healthcare team, including doctors, nurses, physiotherapists, social workers
and dietitians, work together to provide the best care for your child. CFNZ also has fieldworkers
working to support you and your family.

Knowing what role each person has, and who to call for advice, can be overwhelming when
your child is first diagnosed. But as you meet the team you will understand their roles and how
they can help you care for your child.




K«Cj health /Vofmwnaxbs wvolved, in ]Mk child's cart

Your child's CF nurse specialist or clinic nurse is:

Your child's CF consultant is:

Your child's CF physiotherapist is:

Your child's CF dietitian is:

Your child’s CF fieldworker is:

Your local hospital is:

Your local CFNZ branch is:

If | am worried about my child | can call:

their number is:




What is cystic fibrosis?

Cystic fibrosis (CF) is a genetically
inherited condition some babies are
born with that can affect many of their
organs, but mainly their lungs and
digestive system.

Itis caused by a faulty gene passed
down from both parents and is usually
diagnosed soon after birth.

Without CF, our lungs and digestive system
make mucus that is thin and slippery and
works as a lubricant to keep the insides of
our bodies working well and helps protect
us from infections.

If we have CF, the fluid lining our lungs
and digestive system is reduced, causing
our mucus to become thick and sticky and
block the tiny tubes of many of our organs.

In the lungs, the sticky mucus is difficult
to cough up and certain bacteria can
become trapped under the mucus,
causing inflammation and infection.

In our digestive system, the pancreas is
affected the most. Without CF, our
pancreas makes enzymes that help digest
food in our small intestine, by breaking
down fat, carbohydrates and protein and
turning it into the energy we need.

If we have CF, the thick, sticky mucus
within our pancreas can block the
tiny tubes and prevent the flow of

enzymes into our small intestine. Outside Cell

Without these enzymes, nutrients

can't be absorbed from food Inside Cell

(in babies, breastmilk or formula),

Why does my child have CF?

All people have two copies of a gene
called CFTR in their cells, one copy
inherited from their mother and one
copy from their father. CF is caused by a
fault in both copies of this gene. Itis a
condition that occurred when your baby
was conceived, when they received a set
of genes from both parents, with each
set carrying an abnormal CFTR gene.

Having just one abnormal gene (which is
the case for parents of children with CF)
means you do not have CF or any
CF-related symptoms, but because your
child has two, they have CF. This is called
autosomal recessive inheritance.

Genes are what makes us who we are
— they affect our eye colour, hair colour,
how tall we are and many of the things
that make us individuals.

Genes also affect how our body work
on the inside, and changes in the cystic
fibrosis transmembrane conductance
regulator (CFTR) gene cause CF.

The CFTR gene

CF is caused by a mutation in the gene
that produces the CFTR protein. Proteins
are the building blocks of our body, and
the CFTR protein controls the flow of salt

With CF:
Mucus CFTR protein
doesn't allow
chloride ions to
move out of the
cell. Thick, sticky
\ mucus builds up
outside the cell.

making it harder for babies
with CF to gain weight.

CF does not affect your child’s
developing brain and so does not
affect your child's intelligence.

/

Without CF:
CFTR protein
develops
normally, allows
chloride ions

to move out .
of the cell. Chloride lons

Note: Other mutations can cause the CFTR protein to be absent from the cell wall.



and fluid in and out of our cells in different
parts of our body. Mutations in the CFTR
gene cause the CFTR protein to not work
properly, or not be made at all, which
causes mucus to become thick and sticky.

TN

mother
carrier

father

carrier
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cystic fibrosis carrier carrier unaffected

Each time two people who carry the
CFTR gene mutation have a child
together there is a:

e 25% (1in 4) chance
their child will have CF

e 50% (1in 2) chance
their child will be a carrier but not have CF

e 25% (1in 4) chance
their child will not be a carrier and
will not have CF.

About 2000 mutations of the CF gene
have been identified, each with its own
name and numbers and most children
with CF in New Zealand can have their
mutations identified.

As a parent of a child with CF, you will be
offered an appointment with genetic
services and counsellors, who can discuss,
and answer questions, about future
pregnancies. They can also organise

CF screening for extended family members
if wanted.

How was my child diagnosed
with CF?

Most babies in New Zealand are tested
for CF through the Newborn Metabolic
Screening Programme, often referred to
as the Guthrie Heel Prick test. This test,
usually carried out about 48 hours after
birth, uses a blood sample taken from
your baby’s heel and screens it for rare
disorders, such as CF.

If this test shows your baby has a high level
of an enzyme called immunoreactive
trypsinogen (IRT), which is elevated in most
babies with CF, a second test is done using
the same heel prick sample to look for
common mutations of the CF gene in

New Zealand. If this test shows a CF gene,
this is called a positive screen, meaning a
baby is either a carrier (has one CF gene)

or has CF (has two CF genes).

Your lead maternity carer is notified of the
results of the Guthrie Heel Prick test and
will refer your baby to a local paediatrician
who will organise further tests and an
appointment to see you and your baby.

Further tests to confirm
your baby's diagnosis

Sweat test

A sweat test measures the amount of salt
(sodium and chloride) in your baby’s sweat
and is usually done when they weigh over
3 kilograms. An abnormally high chloride
result indicates CF. Occasionally, results

are inconclusive, or not enough sweat is
collected, so the test needs to be repeated
when your baby is heavier or older.

Stool (poo) test

Your baby's poo will be tested for an enzyme
called elastase — a low level is common in
babies with CF.



Blood test

Your baby will have another
blood test to ensure a correct
diagnosis and to identify their CF
gene mutation. Sometimes the
gene mutations are not found
immediately so the diagnosis
can take a bit longer.

Both parents will also need to
have a blood test.

Usually a local paediatrician will
review the results from all your
child’s tests and confirm their
diagnosis of CF.

The order of which the further
tests are done varies around
New Zealand.

For a small number of babies,
the first symptom of CF is a
blocked intestine at birth, called
meconium ileus. Meconium is
the normal black sticky secretion
from a baby’s bowel, usually
passed in the first 24 hours after
birth. In some babies with CF, the
meconium is too thick to pass
and blocks the intestine, needing
bowel washouts or surgery to
remove the blockage.

Occasionally, other factors such
as siblings with CF or early
symptoms such as breathing
difficulties, malabsorption or
poor weight gain may have led
your baby to be tested for CF.

Children bornin a country
without newborn
screening may not
be diagnosed until
they are older.

Our danahter was &xfy@m@L stow to /M‘ o
weight and, was droppin. j h the Lines
mthe growth chart despite h e amounts of
feedin: j It was a mmswc shott when we 7/Zm‘
the Guthrie test vesults and worse when
ot the final diacmnsis, but now Im so
jmﬁ/;fui we recelied, the diaamisis arl
and, could start treatments which have
wade her inty the h@a/éz‘hj ij she is z‘optaj‘

When my baby was b weeks od, my
midivife ld me hed had an abnomal
vesalt for CF on. the newbwrn screening test
!mﬁmj, | focussed, s what immediatel
needed t happen ~ how to jd t Sz‘wsf/j
Whaf x SWW test vins, ¢t

Y felt indignation that my baby would,
have t a0 thouah a ba/ﬁ‘@r of tests pecanse
the heZl prick test was wym (my midwite

said, m hMéﬂVWﬁ and | know if

we were CF carviers) SLoWL ) as | Learnt
wore information (CF testing didn't start in
NZ wntil 1981 so both my wsband, and |
Aidnt bnow we were carviers as we wert
never tested), | felt scared, oerwhelmed
and full of hope my s wouldn't how@
CF and full of fear he would”

The stool sample came back with aod. news
- his pancreas worked. The blovd ests came
back next with bad news - my son had two
mutated, CFIR genes and my hushand,
and, | were éoz‘; carviers of CFJ There was
Still an outside chance he didn't have CF as
me of the gene mudations was rart and
there was 3ZV16 wactrtainty arvound, & o at



“The doctw said, he was 99.9% sure
my s had CF but ssmehow we heard,
was nly 90% suwre and we held
mt that m jmd,a(, 10% of hofac for a
few weeks” Ater an ms»woe&sﬁd,
sweat test at two weeks of
ﬁnjj:y cm h sweat for swcm‘
he s ight weeks o,
which conclusively tonfirmed. CF.
We spent sik wi in Umbs on the
Adlagnasis and, | sscillated between
hpt, fear and, despair’

Y el angry at peaple who commented,
Yo wouldit fnow hes ot CF, he Looks
50 well, Going b the dhildrens hespital
each week with my baby had not been
my plan - | wanted b o0 b coffee
gfsth m&RZ
w&dé nat see docturs. | f2 SMtn/&ss
abt what was, and, what it meant

for the futire = bith for my s M
alsy for me, and what i

I felt disconnected and, jealons of
sther muthers frim my antenatal dass
whase bjzzrf wn,ocms seemed b pe

éa,ﬁ] had, reflux or not’

Y fund | was stonger than. |

0 hflvahMéZZmbe e
| hadl my son about such news. | felt
overw at all the care that
needed b happen and wnable b
wn@m/c how the A msas and the

beztments would, bZeome normal’

N didiit even know what 751‘[0 fibresis
was when my midwite tld, me
my s had vetwned an abnomal
vesult for it on the heel fm'ck test
when he was tw weeks.
It was also the first day my husband,
went back B won "

Y still wanted her b be a chid.
[ aLm'z‘wWCFz‘o define us. Once the
nasis came thriugh we were Like,

a child, that Vias a conditin,
M shes ot bund by that cnditin.”

‘For while, | wanted my sm 6)(@?
as he Wag,/hsz‘ without %
ut it was the wmélnm’wn,
that made him as awesime
as he is = and, | wouldn't ch
that for the world. |4, rather h%m
with CF, than. not have him”
Having a chid, with CF has made
ok at pewle in a different
Li hf &/00%%1@5@5%0 o fusSt
can't @Lwﬂjis see it whm]j Y

o Lok af simeone’ %%



J

£s still hawd, T comprehend, s 5.
But the hspital. team sprang inb actin. and
started, her fist medication and within days shed,
started really gaini ght and dw;? well.
[t was such a relief B know there were things we
could, 4o that had. an impact i her health!

1_ i TWE - WLF by 2
- CF | A

~e
- 000000 ",
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How will CF affect my child?

Cystic fibrosis affects many of your child’s organs but mostly their lungs and digestive system.

Lungs Lungs
. . Healthy affected
When we breathe, air travels along our main lungs by CF

breathing tube, called the trachea, into our

left and right lungs via smaller tubes called
the bronchi. These bronchi become even '

smaller tubes called bronchioles that end at

Airway with Airway with thick,
tiny grape shaped air sacs, called alveoli. thin mucus and sticky mucus, that
unobstructed can trap bacteria and
airways cause inflammation

In the alveoli, oxygen we have breathed in
enters our blood stream and is used by our body, in exchange for carbon dioxide, which we breathe
out.

With CF, mucus produced to keep your lungs working well becomes thick and sticky.

This thick mucus can block the tiny tubes in your lungs, causing an obstruction, or trap bacteria on
the airway lining. Mucus and bacteria can cause inflammation, infection and lung damage, however,
this damage can be greatly reduced with good treatment.

Digestive system Normal Digestion
Pancreas makes enzymes

Our digestive system is made up of many for healthy digestion

organs working together to digest and Bile duct

absorb food. The pancreas is an important

organ of this system, and is usually 'A Pancreatic duct Stomach
affected by CF. '

Your pancreas is found behind your

stomach, and two of its jobs are to make - Pancreas
Small intestine \

hormones (chemicals that control many of your
body’s functions) and make enzymes to help
break down food to be absorbed by your body.

Bile duct

With CF, usually these pancreatic enzymes are unable to

flow out of the pancreas into the intestine because the tiny

pancreatic tubes are blocked with thick, sticky mucus.

A baby may be feeding well and feeding often, but without Digestion in CF

enzymes to absorb breast milk or formula, they can struggle ~ Thick mucus blocks pancreatic and bile
. K o o . ducts causing digestive problems

to gain weight. This is known as pancreatic insufficiency.

Pancreatic duct

If your baby is found to have pancreatic insufficiency they will need to take pancreatic enzymes with
their feeds, and as they grow, with most of their food. A small number of babies with CF produce
pancreatic enzymes, called pancreatic sufficiency. These babies don't need to take pancreatic
enzymes but will be monitored closely as often their pancreas can stop producing enzymes.



Taking care of your baby

Most CF treatments focus on keeping your baby’s lungs free
of inflammation and infections and helping their digestive
system absorb nutrients from their feeds.

We were feeding every three
howrs for the first four weeks and

owr baby was mly just gaini
W(ﬁhz‘.%m M M%AMEZ% ﬁdgé
us that we wert following her
instructions n feeding. Starti
o LnZymes madl an m&l%
Aifference - she s

11



Healthy lungs

Chest physiotherapy/airway clearance

Chest physiotherapy/airway clearance helps to
keep your baby’s lungs clear of thick, sticky mucus.
A physiotherapist will teach you how to do chest
physio and watch as you learn so you can be
confident doing it at home.

At most clinic appointments while you are
learning about CF, your child will be reviewed
by a physiotherapist who will check your
technique and answer any questions.

[t's recommended all children with CF have .
chest physio/airway clearance twice a day ¢ ook M’ s ba’bj’
for the rest of their lives, usually starting as soon a while ty used, t
as your child has been diagnosed. Mtyy ‘/”‘*’*/"j"’ We ﬁm&t
reading b our ,éa,éj,
Preventing infections Aishacting them with ws Aff
Chest infections are caused by ‘bugs, including b :7 . .
s or toys with flashi
viruses and bacteria, that are usually harmless j g j ) ﬂM
to people without CF, but can cause damage to lights, Listening b music or
your baby’s lungs. Children with CF can also watching TV azféj Einstein,
become more unwell from viruses and bacteria the M{%L&s, ) W“J"},
that only mildly affect a person without CF. )

General ways t help prevent infectins
« Wash your hands regularly or use hand sanitiser.

« Ask family, friends and visitors to wash their hands before holding
your baby.

- Ask visitors to only visit if they are feeling well, no coughs and colds
(this applies to people visiting all babies, not just babies with CF!).

« Avoid smoking or exposing your child to second-hand smoke. Even if you smoke outside,
studies have shown this still increases the risk of your child getting a chest infection.

« Have your baby immunised on time.
« Attend regular appointments with your CF team.

« Good nutrition is key. A dietitian is a part of your healthcare team
and will work with you to make sure your baby is growing well.



Y never wanted b be that parent
who was concerned about b
and, worvied, abiud what my bab
tiuched, ete. Before my son Was birn,
[ had, ttally bouaht ints the theor
that aerms W&yj 00d, for ipmwnit
and’ we used foiZm&h Aisinfectant
these davs. |ve had t ﬂxﬁynﬁL m
fhmkt% which has been hwm[z

‘We have put @ sign. o our door
astin. j peple b gpwe their shoes
outsid e use hmwt santtiser and not
wme in if theqre sick =t save us
hm% & remind, people ertr very time

z‘h?f come armnd!’

Weve planted, our pot plants oudside
and, ironicall z‘h V«@ thrivin.
outside more i/c ever 57 A
nside.. we have hmat santtiser
ever jl/l/h&yé vt g voom, m, the car;
hand, Vi ete!

‘We had o man at home
for the first 4! zh but wanted
him o socialise and, be more than

ust his CF 50 did home-based
childcare and eventually went
ints school. It's a balance. Tn winte,

we hang ot at parks and. the 20,

chjmm friends or inside
places. Its a ‘MZML call as a mum,
but | always worked, o the fact
| could brin MJZ home bugs from work,
o We co

2ed o n
the J}&Vmwkka‘.”

Infection control, or infection risks, are
terms used by health professionals when
they talk about ways to minimise the
chances of your child being exposed to
potentially harmful bacteria and viruses.
Infection risks specific to your child, and
how you choose to manage them, is an
area where advice and guidance from
your CF team is best.

When your baby is first diagnosed, you
might read or hear a lot about ‘bugs’and the
consequences for your baby’s long-term
lung health and a lot of it can sound quite
scary. In time, you will find a balance
between letting your child explore their
environment and minimising infections risks.

Although it's not possible to avoid all
infections, there are some ways you can
help protect your baby.

Practical ways at home to help
prevent infections:

- Keep your home warm and dry and
make sure it has good insulation.

- Use disposable cloths for cleaning.

« Throw away rotting onions — the black
spots can be harmful to your baby’s lungs.

+ Only use bath toys which don't take in
water, clean them regularly and dry them
after use.

+ Outside, think about areas where bugs
may live — get rid of stagnant water, clean
up drains and cover rotting vegetation.

- Keep your exploring baby away from pot
plants, especially if dirt is warm and damp.

Bugs thrive in wet, warm places so a
general rule of thumb around the home is
to try and reduce damp areas, or areas
that retain moisture. Stagnant water,
compost, dust and dirt are prime

places for bacteria to thrive in.



Healthy lungs

Swimming

Many children in New Zealand start
swimming lessons from a young age, and
children with CF should be encouraged to
learn how to swim. There’s no right or wrong
age to start introducing your child to water
but there is an increased infection risk with
stagnant water around swimming pools
and changing rooms to think about if you're
keen to take your baby into a pool.

Domestic pools are not checked for
adequate chlorination or salination in the
way commercial pools are. You may want
to discuss this with family or friends before
your child uses their pool.

Swimming in the ocean is a good way to get
your baby used to water but we recommend
talking with your CF team for specific advice
about public and private pools.

Everything is a balance when you have a child
with CF. They need to experience everyday life like
other children and should be encouraged to try all
new experiences. You can't place them in a’bubble’
and over-protect them, but you can be aware of
their vulnerable lungs and help minimise the risk
of exposure to bacteria and other harmful ‘bugs.

Playgrounds

If you've got older children, you probably
know the benefits of an afternoon spent at
a playground - for both kids and adults
alike to be out in the fresh air.

Once your child is more mobile and keen to
explore their surroundings, playing at a
playground is encouraged, but there is an
increased infection risk at playgrounds
with wet or dry bark, stagnant water or
decaying leaves.

Other children and adults with CF

Everyone with CF - including babies,
children and adults — carry different ‘bugs, or
bacteria, in their lungs, that can potentially
be passed on to other people with CF.

We recommend your baby doesn't have
any contact with other people who have CF.

How do | know my baby has a
chest infection?

As your baby grows, you will get to know
what are normal baby breathing noises
and what is abnormal or a sign they
could be developing a chest infection.
Starting treatments early, such as more
chest physio and/or antibiotics can help
prevent permanent lung damage.

With practice, you will be able to recognise

the signs and symptoms of an infection early,

such as:

+ coughing — your baby may start coughing
during the day, start coughing at night
or their cough may sound different
than normal

- increased mucus - it also may be a
different colour, e.g. green instead of clear

- tiredness

- feeding less

- weight loss or failing to gain weight

- irritable

- fever

- changes in their breathing, such as
breathing faster or harder.

Who to call:

Your CF nurse specialist or clinic nurse at
the hospital is the best person to call if
you are concerned your baby is unwell.
After hours or on the weekend, follow your
GP clinic’s after-hours procedures.



Y was pretty scartd the while first
tar and did keep our s in cottn
wool, but gou do eventually Learn 1o
Let g0 bit by bt | wiped toys from
Librarits dovn, didnt g0 T FLaj voups
wntil he was about v  ear old.
Now hes 15 and swims in rivers, has
f@m in mud, f%n,y of times, opes
z‘mm/mn and s plannin. t A0 all
kinds ﬁjcm,z thinas in Uite. | thuaht
the first few years were important o
fy and, aet throwgh without fes puch
sickriess and we did, achieve
that wustly. My thuwaht was, the Less
mfaﬁ}m],s agw 2% the better his
s wonld, bt as he grew up.

There is no vight' answer and it is
something qouWill have to work out for
owuself | find theve are three roups
of parents ~ newbies who are Wadin
thrwgh all the information and are
iLL i shock over the diaanasis
and who want b stay asprotective
as prssiple. Then o have seasmed,
,mr@nfs who art saper relaxed, and
Let their child, ds anything becanse
they want their child tv attually Lie
their Lives. And then you have folks
Like me with a fot in bith camps
What ome /wymf o cartaiver s

comfortable with might fire  jinr Mz,xécz‘j

and, vice versa. 7;&/6 (5 50 mch t
Learn and, wcwyz‘ o this b”m”f’fi
/n&% do the pest jm an

For me, its /mfz‘zk% fhz’rﬁs n
cateqries small, medidom and
@ visk. Big risk really isn't
wirth it if theres no big gain.
Medinm risk = i hes gy to j&‘
something out of it that WLl haie
a positive outcome on his Uife, a0 for
it but bt as cartful as youtan.
Swall visk is o0 for it with

. )
foyéca/mfwrz,s at the Vm%j.

We bought bottles of hand
sandtiser and, kcff them éj the
Avor s @%7%@ who came in
cleaned thelr hands. Some peyple
Lok at you as if qou have o
heads when g ask them, but it's
S0 important when fh@j’y@ s Lite!

“’f u have a dawp house it's
worth getting a dehumidifier; and
alr purifiers ave qud. tn. We keep
an alr /mﬂﬂcy ith HEPA filter in
our daughters bedroom and, i shes

coﬁah% guite a bit wernight UL
chinae her bed, Linen. Fusaall
é»y fz asthma approved, pillows 1o

and, Vc/LMc them once a j@d/k,”

“ff lve been aicen flowvers |
do accept them (somewhat
radainaly) and (UL make
s o thanae the water
every day. Xs soon as the ,

éﬁm & wilt | jd vid, of them!



Healthy digestive system

Good nutrition is especially important
for people with CF, for good growth,
good health and to help fight infections.

Pancreatic enzymes

About 85-90% of people
with CF are pancreatic
insufficient, meaning
they need to take
synthetic pancreatic
enzymes with food.
The small percentage
of people whose
pancreases still function,
called pancreatic sufficient,
don't need to take synthetic
pancreatic enzymes.

In New Zealand, Creon is a brand name
for pancreatic enzymes that is commonly
available and prescribed.

Giving your baby enzymes

Pancreatic enzyme capsules contain
granules that help your baby digest and
absorb their feeds and gain weight.

The special coating means the enzymes
aren't dissolved in their stomach but are
absorbed in their small intestines.

The granules in the capsules are measured
out onto a teaspoon, mixed with an acidic
fruit puree such as apple or pear and given
with each breast or formula feed.

Once we weve veady o start
Leaving the house for somethin
other than CF a/ffomfm&m‘s Which
tok a Lonﬂ time) we just oot used, t
taking apple purtt, a o and
@myma whevever we went
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After giving your baby enzymes, check to
make sure there are no granules left in
their mouth as these can cause irritation to
their mouth and chin.

Pancreatic enzymes are prescribed by

your doctor or a CF dietitian. Your

dietitian or CF nurse will talk with
you about how many enzymes
your baby needs and show you
how to open the capsules and
separate the granules.

Giving your baby the right number
of enzymes is initially a bit of trial and
error, but over time you will become

confident.

If your baby has any of the following signs
it may mean they aren't having enough
enzymes with their feeds:
« tummy pain
- changes in their poo e.g. increase
in volume, frequency or smell
. feeding more
- difficult to settle
+ increase in wind
- losing weight or slow to gain weight.

Who to call:

Call your CF nurse specialist, clinic nurse or
dietitian about any changes to the number
of enzymes you're giving or if you're having
any issues with feeds or with giving enzymes.

Vitamin supplements

Babies with CF don't absorb some vitamins
(vitamin A, D, E and K) very well, so your
baby may need daily vitamin drops. These
vitamin drops are different than children’s
multivitamins you find in a chemist and are
prescribed by your doctor or CF dietitian.



Common Msﬁo""s

m /W’
appk Lot

and feding

Should m be breast o

Just like babies without CF, breast milk or standard
infant formula is perfect for your growing baby.

(A/haf Ao | do i m
sit qaini W&\éh?ﬁ

Your baby will be weighed regularly at CF clinic
appointments and your CF dietitian will offer
advice if your baby is having trouble feeding

or they're slow to gain weight. Occasionally,
babies with CF need a special formula or
special energy supplement if they're struggling
to gain weight.

Do | give m move
/amm:a,ﬁ'c enzymes if have

a fvfrmf feed, sion after a full feed?

Pancreatic enzymes work for about 30 minutes,
so you should feed your baby as soon as they
are given. If your baby takes a while to feed, try
giving them half their enzymes at the start of
their feed and the rest half way through.

If your baby has a top-up feed 1-2 hours after
their usual feed, they will need more enzymes.

Your dietitian will give you advice if you baby is
feeding frequently and you're unsure when you
should give more enzymes. It's important not
to exceed your dietitian's recommendations
regarding the maximum number of

enzymes your baby needs per day.

What i m

doesn't feed, after lve

jzym them their mym&s?

Occasionally it is not harmful to your
baby if they are given enzymes and
then don't feed.

l/l/haf i1 f %jd ive

bq%r& | fed thew?

If enzymes are missed at the start of
a feed, you can give them part way
through the feed, or at the end.
Forgetting a single dose isn't harmful,
although your child may have tummy
pains or loose poos afterwards.

If enzymes are regularly missed, their
growth will be affected.

Can | M’fj use af/w
purte B jw mgm&s?

Pancreatic enzymes need to be
sprinkled on something acidic, so
apple or pear puree is recommended.

It doesn't feel vight
tVtV7 my W puree
ﬁfvm Sl M% 4376
s & rw{/y 0
Giving enzymes is important for
babies with pancreatic insufficiency
to gain weight and thrive. They
shouldn't be given in breastmilk or
formula so think of apple puree
as a carrier for the enzymes to
be absorbed in the right place

in the intestines. Babies soon
get used to taking the puree.
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Extra salt

Babies with CF lose more salt in their
sweat. This means they can become
dehydrated faster than babies without
CF, especially on hot, humid days.

Most babies with CF need extra salt —
if your baby needs to start on a salt
supplement, your CF dietitian or
nurse will show you what to do.

Like pancreatic enzymes, salt is given
with apple puree, usually with feeds.

Your baby will have their salt levels
monitored periodically, which is easily
done by collecting and testing a
sample of your baby’s urine (wee) and
you will be advised if your baby needs
extra salt and how to give it.

How do I know my baby is dehydrated?

Signs your baby is dehydrated include:

- fewer wet nappies
« drylips

+ sunken eyes

« lethargic

« breathing fast.

Who to call

We were Living in
the UK at the tide and.
when travelling in hot
climates | rementber aivin.
my danghter chigs at
around, 12 wonths b make
sure she had enouwah salt
Other mums aroind me
would, Lok at me Like | was
mad feeding my kid chips!
But it wirked for us,
either that or Sa/ij crackers
OV/}/LSZL pm‘z‘th, eta salt
n her foopt.”

Moving on to solids

When your baby is ready to move
on to solids, usually between 4-6
months, the number of pancreatic
enzymes they need will change.
Your dietitian will work with you
as you learn more about enzyme
doses and foods containing fat.

Just like children without CF, your
baby will progress from eating
pureed to mashed to finger food

See your GP or take your baby to your local hospital if
your child has any of the above symptoms.

Giving your baby pancreatic enzymes, vitamins and
salt supplements may seem overwhelming at first

and it’s hard learning how to care for your baby on top
of broken sleep and learning about cystic fibrosis.

With the support and advice from your CF team,
you will soon become more confident in caring for
your baby, but please remember, the team is there
to help, so get in touch with them if you have any
questions or if you need more support.

and family foods. They will likely
need more calories than other
children to grow well and this is
usually achieved with a balanced
diet but including more high fat,
high salt foods. Your dietitian and
CF nurse will work closely with
you to help you manage their
enzymes and diet — you won't be
alone in this exciting, but messy,
milestonel!



Clinic appointments
and hospital admissions

Initially, you and your baby will be One of the cool things is
seen frequently at the hospital 0 much gf CF car is
clinic, often weekly or fortnightly. dome at home, and its
Regular appointments help you veat b be able to Lok
and your family learn about CF a,ﬂ,g,],,w baby and Ao
and it's a great opportunity to f’h sir and, i Hat
have your questions answered. 7 abe sech 5 bi

Your CF team will make sure your _ “ - a., IZ
baby is gaining weight and difference b thtir '
thriving, help you learn chest And even thuuwgh
physiotherapy/airway clearance, simetimes its v hard,
discuss signs and symptoms of and, you donit wantto Ao
a chest infection to look f)gt for & qou think of all the
and make sure you're gaining peiple who have b a0 b

confidence giving pancreatic .
enzymes and coping with the hosf’ ital for evtr ”’;7’

. »
demands of caring for your child. and, | can do & for e,

It may be helpful to jot down
questions as you think of them, and bring them
with you to your next appointment.

After a few months, and if your baby stays well,
clinic visits will become less frequent - your baby
may need to see the CF team once a month,

or sometimes every few months.

As your child grows they will usually have clinic appointments
every three months.

Remember: even if you haven't seen your CF team for a while,
they are always there if you need them. Your CF nurse is usually
just a phone call away — please call them if you need to. 19



being admitied, and felt oerwhelmed, about havi
0 in. However, t wasn't nearly as bad as | imagined.
Learmnt a Lot about CF during o week #aj in” hospital
and, how b petter care for my son, | g0t o know members
of my sins CF team petter - there was more time for
Linger conversations than at clinic appointments,
Mrj p}ysw technigue and confidence imp MVM
Aram W with MtL] assistance from the fh sivs.
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Hospital admissions

If your child becomes unwell, for e.g. develops
a chest infection, they may need to be
admitted to hospital for treatment. The length
of time they need to stay in hospital varies.

Your child may also have a planned admission
to hospital which is usually for two weeks.

Your CF nurse will talk with you about what
happens when your child is admitted.

Annual review

Once a year, your child will have a longer
clinic appointment, called an annual review,
where all members of your child’s healthcare
team — consultant, CF nurse specialist,
dietitian and physiotherapist, will meet

and discuss your child’s care with you.

Your child will usually need to have a blood
test, chest x-ray and as they get older, a
sputum test and a lung function test.

You will be asked if you agree to have your
child’s information from the annual review
entered into the New Zealand CF data registry,
called PORT CF. This data is anonymised,

which means no-one can tell which data
comes from your child. The data is used to
improve the health of people with CF through
research and to guide improvements in care.

CF can also affect other parts of the body,
such as your child’s ears, nose and sinuses,
liver function, bones and joints. Over time,
some children can develop CF related
diabetes, delayed puberty and problems

with fertility. Your CF team will closely monitor
for any signs of further complications as your
child grows.

CF affects everyone differently — some
children remain well for a long time
and don't need to spend any time
in hospital, while others need
more frequent admissions.

Cinics take a long time becanse of
needing t see so many pesple - the
nurse, /Loja‘or, physio and dictitian and
sometimes others. But each one of them
has been so important b owr childs W@,
#s well worth the investment of time!

‘W were pretty familiar with hospitals,
but nothing reall prepares fon for that
first admissim! Make swre qou take
thise LittLe things that keep qou sane
- for us its her Janurite tys and boks,
snacks fad and charger and a
cffee /Wj&k with real cnﬁ‘&&”

My s was delighted. at the constant
attention from'a stream of medical
fkﬂﬂisst}?naxés throuah hz(s room each da

- far more enteraining for him than
s mdMﬂ a week hom@ wst with
mel The CFVZ ﬁddwoy/a:y visited, a

couple of times and, mmpjéd B be
both Kind and tm’lfwfhti (12
m,cr@mévéj M,mm all at once’

"One of the difficulties | found with
manaaing clinic affaozh,z‘mmfs was
”’VZ /usz‘ cping with the idea |
needed to a0 to a hoslmz‘wb with my
child o & veqular basis = | had
planned m t faéaj voup with
my s » W}’Lj nit @ hos/mz‘wt

om, with ssmem e else was
huy/uj;w it meant | could answer
and ask guestins and the other
persm could, entertain my stn. It also
meant there were tw pairs of Ca/I/S t
j@z‘ the information, which ha/m
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The future

Our s is six gears old, now
and, althuah hes peen in
hspital & few times, hes
been fine for the Last two
and a half gears = in fact
more than fine. Hes a
healthy weight and, doin.
50 well atspot Hes a fast
rnuner and received, the
st valuable player of the
kar award, for his first
]m»/ at Rl/bfa,.”

My s sometimes asks,
\Why did. | have t be born
Wz'fhf cjsﬂc ﬁﬁym's?} That's a
veally hard, one t answer

becanse thevt is no answer.

He also asks why he needs
b take tablets with each

mieal, and. hes odld enonah
now for me ts ewplain fgf
they are Wforfmz‘ for him
t digest food, ,wofaaiy and

/uf W&ﬁhf o

\ '
One of the reasns [m so g

Over time, 751‘[0 Fibrosis became
normal b us. | quess gou just
Learn ts Mo@pz‘ (z‘.jf've
recently vead theve art three
sz‘aﬂes i 75%[5 Fibrosis: one - yon want to wrap
Tur child, in cotton vool, to = you become a
Z& wore relaved, as they get older, and then
three = qou end up diing a bit of both ~ and
[Hink that's where we are non’

“The first feww weeks after we opt the mﬁwmy
of CF were a bl of f&@mj ) ,fomwy@
fetding, apprintments, medicints, //ys[o,
and b sleep. It was so impissiple b see a
futwre beyond, the next five minutes. But things

ot better. A Lot better than | ever could, have
magined, at the start Theres still Lts of time
peiit on treatments uncertainty aboat when
the next infection will come, and wncern
abud the future, put we haven't been
admitted b huspital for over b gears, our
ters mmj VWLJ well” at school
and, Weve m 2d. b travel 1 the US and,
UK as a f% Lite is different v what
! tanght el e, but s jymf.”

pen abvout our som havi

cjsﬁ'c fibrosis is that if  yon try and, hide & it becomes more

of an interest o people.
school and, with friends and fami

évaa,bwwsb%nmyofmd
at he has what he has.

At fiust # was a big deal at schol with kids askinag,
\W/y are you takin f[[/[/57) but after ﬁmuyy out ﬁwj Aot

make a fuss ir make him feel Like hes

different’



jg ?ﬂmkéﬂkl
h«mft aid, fishing. ~
Wc want Him b pe b take

of an o an‘ he
wa,nﬁg z z‘hm,k]a‘s im m‘a,rju‘ 0]
Live ZCW e as rwrm as

pISSi Aot Let CF hold,

]m back. As sion as o start
z‘hem n a pubble l‘/’la/fS




More information and support

As your baby grows — from
a newborn, to a toddler, to
a pre-schooler and then
on to school, the
information you want,
and need, will change.

The CFNZ website, which

we encourage you to

visit, has up-to-date,

New Zealand-based

information. You can find out about the services we offer, such as fieldworker support,
regional branches, financial grants, information packs and learning opportunities, as well as
recommended sources for further information.

We also offer two types of newsletters that are a great way to keep up-to-date with news
about CF and what we are doing to support the CF community. The CF Panui is emailed
monthly and the CF News magazine is published twice a year.

A private CFNZ Facebook group, a safe space to connect with other parents, is also
available to join.

As your child grows we have awards and endowment funds that help to celebrate
and support the amazing achievements of people with CF.

Cystic Fibrosis New Zealand is here for you, no matter what stage of the journey you
are on. We understand a diagnosis of CF can be very difficult, and there is a lot for you
and your family to think about.

We are here b help.

Wh&?, om A
find, oﬁ wore m‘w

ww.inz.ognl

o call us on

0800 651 122.

C f(YSTIC
FIBROSIS NZ
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A heartfelt thank o t the families who gait us valuable
insight into their persmal experiences wﬁicjsﬁc fibresis,
thiduah bith words and, phots mfhj. We could nat have
completed this Wm‘ Wzﬂmm‘?ow help.
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A special thank you to The Lion Foundation and SKIP for generously funding
the writing and publication costs of this guide.

Lastly, thank you to the fieldworkers, clinicians and medical experts who shared /
their knowledge and expertise on cystic fibrosis, and took the time to review
and fact check this guide.

This publication has been written as a general guide for parents and caregivers of a
child diagnosed with cystic fibrosis as a newborn in New Zealand.

While Cystic Fibrosis New Zealand (CFNZ) has consulted with healthcare
professionals and families of children with cystic fibrosis to ensure the information
is accurate, it does not substitute specialist advice from your medical team.
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CFNZ will not be held liable for inaccuracies or omissions.
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