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CYSTIC FIBROSIS

Introduction

Welcome to theCystic Fibrosidssociation Adult Guide. Life wi@Fhas many challenges ampiansthat
need special consideratioMe hope that in tiis guide, we have providesomeinsightabout howto get

the most out of life, remaiiindependent and healthy, as active managers of y@ystic Fibrosigurney.

TheCystic Fibrosifssociation of New Zealand has been assisting peopleGH#nd their imilies since

1968. We provide a wide variety of supports for individuals and families through:

Education

Financial Support
Emotional Support

Social Work and Counsiag
Research
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The Association has a national office in Christchurch and 12 active bsaagtund the country. The
National Office has 6 staff, including two Regional Field Workers.

Staff Contacts
Chief Executive Kate Russell

Email:kate @CHz.org.nzor phone (0800) 65 1122 Mob (021) 452 831

Fundraisirg Managerc Islay McLeod
Email:islay@CHz.org.nzor phone (0800) 65 1122

Administration Managerg Julie Clemett

Email;julie@CHz.org.nzor phone (0800) 65 1122

Fundraiserand nference Liaisom Caroline Wagteveld

Email:caroline@Hhz.org.nzr phone (0800) 65 1122

Northern Region Field Worker (hours: Tuesdalriday 9amg 4.30pm)¢ Sally Carron
Email:sally@z.org.nzor phone (09) 636 0351 Mob: 021 126 1237

Southern Region Field Worker (hours: Monday, Thursday, Friday 9.15480pm)¢ Susan Lovelock
Email:susan@z.org.nzor phone (0800) 65 1122 Mob: 09222 1203
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Specific Servicad the Cystic Fibrosifssocation of NZ

1. %_@Information

The Association is the only dedicated source of informatioiCgstic Fibrosism New Zealand. We have
comprehensive information about the clinical, psychological andtemal aspects of living witleF The
National Library held at the National Office in Christchurch contains books, videos, DVDs and sound
recordings on a number @Frelated subjects, including: clinical aspects, lung transplantation, family and
emotional challenges, inspiring relifle stories and research articles. All publications are available for
loan for 1 month and a full catalogue is available from the Association webgsite\atCHz.org.nz

2. ‘Education

The Asociation aims to educate and empower families and adults @Ko become good selhanagers
and promote a high level of knowledge within theF Community, about the clinical aspects of the
condition. We do this through our Field Workers, periodic wbhdgs education sessions and our Annual
National Conference.
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3. b Conference

The National Conference is held in May of each year and attendance is free for all adul@~itto
meet our crossnfection policy outlined below) The Associatimaives registraion costs for adults who
wish to come and learn more about living positively witR(travel and accommodation costs have to be
met by the individual but in many cases, your branch will be able to assist Hoene is an expectation
that those who are fuded to attend will maintain good attendance at all pertinersessions. The
conference is advertised from early in the year, on @I&ANZ website atvwww.CHz.org.nzand in the
yIGA2YIl f CRbl-SIHlaléady Sw Safins Aptodkhmimes2ayid other updates are also sent to your
local branch Chairperson, so keep in touch with them if you want updates on the coming @uel@ross
Infection Policy for adults witEFattending the national conference is strictly adheredaiad copies of
this can be obtained from the National Office

¥

&

4. Field Worker Services

The Association has twceRional Field Workers, who provide advocacy, advice and assistance with life
planning within their regionsTheywork closely with adults witlfCFon all aspects of the condition and

Oy LINBPOYARS &a42dzyR FROAOS yR FaaradlyoOS gAZDK yI GA
Ministry of Health and othegovernment agencies.

In many instances, we ask that you go through your local Field Wirlegcess the supports we offer, so

that these can be properly assessed and we can make sure the right @edhelping you at any given

time.
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Services and Agencies we work with

Through WINZ, you may be entitled to one or some of the following
T [ financial supports
s s + LydlrtARaQ . SySTad
4+ Training Incentive Allowance
4+ Accommodation Supplement

A serwicr of bhe Mindsty of Socia! Sreelopaeed

Through the Nhistry of Health (and your local District Health Board) you may
be eligible forassistance withravel costs if you are attending a clinic thata
preea——— l0Ng distance from your homeunder their travel allowance policy. Your Field
Worker can advise yoaboutthe process for this.

TheCystic Fibrosifssociation AdulRepresentative

The Association appoints an Adult Representative to the National Beatdyear and this person works

to bring adult issues to the board table and add teelult with CE voice to policy decisions and service

development.The Adult Representative also:

e Takes part in policy planning from the viewpoint of
how that policy affets Adults withCF

e Brings concerns and priorities of the adulEF
community to the Board table through regular
consultation with the Adult group

e Acts as a conduit between the Board and the adiht
community, relaying pertinent information between
the two

For contact information for the Adult Representative, visit tit#ANZ website on wwwCHz.org.nz



CFANZ Grants and Assistance Schemes

The Association provides a number of grants and allowances to assist peop@ysiit Fibrosiand their
families. In the main, these grants are available upon consultation with your Field Wottkey will be
able to advise what is available to you in each situation.

Hospital Allowance

This allowance is available to apgrson withCFwho is hospitalied 10&kms or more from their home
(for CFrelated illness). An allowance of $20 per day is payable directly to tHeFRW to a maximum of
28 days. Application forms are held at all clinics and are also available/drorfield worker or fronthe
grants sectin of theCFANZ website atvww.CHiz.org.nz Forms must be signed la health professional
recognied by theCFAssociation to verify your inpatient status and the length of stay.

Local Voucher Scheme

This is a needassessed support scheme to provide vouchers to inpatients for extra food or petrol (if
needed) during ifpatient stays. These vouchers are provided by each local branch and are held at the
clinic. If you feel you might need this service, please contaat yield Worker.

National Voucher Scheme

This is a needassessed support scheme to assist people @itwith the extra costs that are sometimes
incurred when on Home IV Therapy. Costs such as food and petrol will be assessed to see if support is
appropiiate. Again, if you feel you are in need of some support, please speak to your Field Worker

Chris Howlett Endowment
This is an unconditional gift of $2000.00 from the Association, for &I
New Zealand when they turn 18 You must registefor this payment
BEFORE your 1®irthday. Please contact the national office for the for
or they can be downloaded from tHeFANZ websitevww.cfnz.org.nz

This qift is possible due to a legacy left to the Associatiothdyamily of
Chris Howlett a person witG@F for whom a large fundraising campaign wa
dzy RSNI I {Sy Ay GKS SIFINIeé& mophnQa ¥
were performed in NZ) Sadly, Chris passed away before he could recei
new lungs so ki family gifted the fundraised money to the Association
give a gift to each P@Fwhen they beome an adult.
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Tertiary Assistance Scheme
The CFANZ Tertiary Assistance Scheme is designed to

assist you with the costs of attaining a first levettiary -
gualification or trade at an NZQapproved provider.

For people withCFwho do not qualify for the WINZ |
Training Incentive Allowance through theic y @1 f A RQ
Benefit, we recognise that there are many costs in
attending tertiarystudy and trainingThe Association aims
to make things a little bit easier by making a contribution
toward those costs.

¢tKS a0OKSYS Aa y20 RS&AAIYSR (2 LlcizllRt 6i2 e pBERAOS aGAH
wish topursuefurther study, who cannot receivassistance from Work and Income NZ.
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WINZ should always be the first port of call for those seeking assistance with their study. Our Field
Workers are here to help you to navigate the Wiaplication systems for Invalids Benefits and the
Training IncentiveAllowance although there are strict restrictions on this and it is limited to those
studying in courses that are NZQA level 3 and below, which precludes most university and polytechnic
study.

IfyouDOIlj dz £ A F& F2NJ 2 dzNOPRBdcheme weS NEQa K2g (KS

PWCFmay apply toCFANZ for up to 50% of the course costs of tertiary study up to a maximum of
$2,500 per year. Conditions as follows:

1.If a person qualifies for the Trainihgcentive Allowancérom WINZ¢ they cannot apply taCFANZ for
assistance.

2.Those who are able to applgualify for a maximum of $5000 in total, with no maximum timeframe for
study with a maximum of half annual fees payable in any given year or $2500, whichever is the lesser.
3. Study must in an undergraduate course onlyeguivalent apprenticeship/ trade course (post grad
study will not be funded).

To qualify you must meet the following criteria:

a.Be in an NZQA approved course
b. Not be repeating papers or sections of the course that have already been funded in prggas
c. Not qualify for WINZ assistance

If you think you may qualify for assistance with your Tertiary Study Fees fronCykec Fibrosis
Associationplease contact your loc@H-ield Worker for advice and guidance about how to apply



Breath4 CFGrants

This is an annual grant given to all people v@ffio assist with the costs of maintaining a physically active
lifestyle. The general aim of the fund is to help with exercise costs with a $400 grant available per annum
to all adults withCF

Thefollowing is a list of some of the activities covered by this fund. It is by no means exhaustive and if in
doubt please call the National Office to check if your chosen activity is eligible.

e Team or individual sports

e Equipment

e Horse riding

e Sports Club fes training or sporting lessons
e Singing lessons

e Swimming lessons

e Trampolines

e Gym memberships

e Individual sports

e Sporting trips to competitions
o  WII Fit systems

Activities which wilhot be considered:

e Social gatherings or sports trips which are predomihasbcial in nature

e Holidays (individual or family)

¢ Clothing classed as nassential, which includes any clothing that is not actisfigcific.
¢ Computer games, X Box or Playstations

If you have any further queries or need assistance in filling irfahis, please contact the Administration
Manager at theCystic Fibrosidssociation of New Zealand National Office
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CFANZ Emergency Welfare Fund

Both the CFANZ Field Workers have the ability, in cases of extreme hardship, to access o
emergency welfa fund for individual need. This assistance is need®essed and has to be
related to the impact ofCystic Fibrosien the individual or family. If you are experiencin
hardship due to your condition, speak to your Field Worker, or to the Administratj
Manager or Chief Executive thie National Office.




Your Physical Wellbeing

You can make all the plans in the WORLD but it all depends on how well your body
Is and whether or not you are in the best shape you CAN be to take on all the

challenges fe throws at you. In this section, we look at the essentials for a healthy
CHoody.



Communication with your Health Professional Team

People withCystic Fibrosiare very reliant on their clinical team to help them to stay well and to care for
them durirg times of sickness. Many people wiitirbuild a very close relationship with their hospital
team over a number of years.

Communication is the most vital element in developing a great relationship over time; be it with family,
friends or those who can puide you with care and advice for your specific health needs. Therefore,
maintaining open and clear lines of communication with Doctors, NuBiesitians, Psychosocial Workers
andPhysiotherapistss a vital element of great management©f

Being honst with your Doctor about how you are feeling, any symptoms or changes you have been
experiencing or anything new, will help them to determine the best treatment for your unique case.
Remember, everyone witlFis different If you wish to be treated aan individual and not a number,
then telling your care team about your paiar symptoms and health issuissa vital part of the puzzle!

Being able to track and recogaisew or different symptoms such 85w cough gettingvorse?Q ‘BN a

my appetie decrease®@Q A a @SNE A Y L2 NJIE I Tgké théf tBnblio paf 1 kdbvByous awin K
body and any patterns that you have seen develop when you are getting sick so that you can act quickly
and get on top of any infections before they become serioast &f this sekknowledge, is knowing when

to seek help. If yonotice changes in your health, you are far better to act early, be seen at your clinic and
determine if treatment is necessary than to wait until you are very sick, by which time, damagearto y
lungs may have already been done.

Taking care of yourself witiFs very much like driving a caif you ignore the
warning signs, you may end up in a very serious situation!

The role of the General Practitioner

In manycases, people witlCFdo na get treatment for their condition from their GRhough in some
regions of NZ the GP is your first port of call @Fcare) but it is very useful to maintain a close
relationship with your Primary Healthcare Provider so that your GP is aware and swgpafr your
treatment regime. Take the time to educate angskillyour GP and his/her practice about yoQystic
Fibrosis In that way, they will be better placed to support you and to take other health concerns you may
have, in the context of youCF If you would like us to send your GP some information aléeiicontact

our Administration Team.
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Patient as Expert

Alot has been sailB OSy (if & | 02 dAINIHAD ® ALSY (& A lehabimtahyc8stse NI O 2
where people with a chronidliess have a high level of salivareness and knowledge aboathiteir own

condition, they arén fact, the best people to be able to manage their illness on a day to day basis and can
provide importantW A y (i S f f thel &gt @8NS aib@ how they aredling, changing symptoms and

what they feel will help them the most.

hyS 2F GKS o0S&aid stea (G2 06S02YS | 3IANBIGE W SELISNIQ
of your symptoms over time and to record any questions or comments you wagresentto your care

team, when you see them at clinic. This is a great way for you to track your progress over time and make
adzNB @2dz R2y Qi YAaa 2dzi 2y ljdzSadAazya GKFEG +FNB AYL
the busy time at clinic.

You notebook might include sections on:

+ My FEV1 (lung function)

+ My weight or BMI (you might even put in a
graph!)

How much am | coughing?

Physio diary (including documenting anything
that works really well)

What meds am | on currently?

My allergies

How am feeling generally?

Questions | have for the next clinic
Suggestions | have for the ward

Any concerns | have

Things | want to work on (Goals for BMI/ FEV/sporting goals/ life goals that l@k@mponent
to make them work)

+ #

FEEEEEE

Maintaining a simple diaryush as this will enablgou toask all the questions you have and keep a record
of answers to refer to later. It also helps you to track how you are doing over time and keep a handle on
anything you need to pay special attention to.
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Physiotherapy

AIRWAY CLEARANCE

5 As an adult withCFyou will be aware of the benefits of your airway clearance
regime (chest physiotherapy ) and the importance of actually doing it. The aim, in
the short term is to reduce airway obstruction, so that your breathing baexom
easier. Long terpthe removal of secretions may help to reduce damage to the
airways helping to maintain lung function. It is best done regularly when well and
more frequently when unwell or taking antibiotics.

e When did you last discuss your airnagarance with a physiotherapist ?

e Have you had your airway clearance technique checked/iécé &8 K o6 AGQa Sl ae {2
develop bad habits)

e Do you vantto learn about other techniques ?

¢ Do you vant to be independent of a helper ?

e Are you finding that what once worked, is now not fitting in withuy new lifestyle?

e Have you checked thaby are ceordinating the nebulier treatments correctly ?

Talk to the physiotherapist at clinic or make gpaintment to see a respiratophysiotherapist at your
local hospital. There is always somethindgtarn and evey effort is made to individuaksa regime
according to your preferense

EXERCISE

The importance of exercise imaintairing a healthy lifestyle is wealécognised both in health and disease.
Shortterm studies of exercise training programmen Cystic Fibrosishave been shown to have
considerable therapeutic benefit and the majority of people wish to include it in their routine self care.
(Clinical Guidelines for the physiotherapy managemeaftCystic FibrosidJ.K.)

Exercise is the cornemte of therapy for people witlCE Aerobic fithess is an independent predictor of
survival and those with better physical fithess have a better quality ofAifietralian Standards of Caye
Statements such as these were the driving force behind the Bré&iFprogramme. Have you used your
grantforthisyearyet3 2y Qi FT2NBSGX @&2dz NB St AIA0fS F2NJ KA A

Consider the following when designing a programme (discuss with a physiotherapist and /or trainer)
Everyone withCFcan exercise. Those withild to moderate disease can exercise at the same level as
their peers while those with more severe disease may require assessment by a physiotherapist.
(Clinical Guidelines for the physiotherapy managementQfstic FibrosisCFTrustU.K.)

Aerobic exercise prescription should follow the same principles as those used in healthy indiyviduals
exercise at least 3 days a week, duration of 30 minutes per session or shorter intervals if required and an
increase in heart rate of approximitedy75% of maximal heart rate is safe and beneficial during exercise
(Australian CFGuidelines)

12



An exercise programme should consist of an aerobic component, activities to enhance muscular
strength and flexibility for the upper and lower body.

Weight beanng exercises may be useful to delay the loss of bone mineral density.

Remember that a good exercise habit is dependent on routine, realistic goals and doing
something that you really enjoy ( variety will challenge the boredom)

Planning a marathon (or hal)if new territory for you discuss strategies with your dietitian as

well as your trainer.

O9ESNDAA&S Ydzald 0S8 GFAf2NBR (2 (GKS AYRADARdZ f

A WORD ABOUT GYMNASIUMS

A regular routine is the key to maintaining an exercisegpamme

Gyms are excellent as they are available whatever the wea&thet maybe your choice is only

when outdoors is not suitable

Remember to include in your gym kitowel, appropriate clothingnd footwear, a drink bottle

and your reliever inhaler ifou use one.

Wash you hands before and after the session and you can use a bacterial spray to wipe down
equipment.

Disclose any relevant health information to your trainer. They are there to help, so honesty is the
best plan.

TIPS FOR YOUR TRAINER

CysticFibrosisis an hereditary disease that affects mainly the lungs and digestive system. Because of the
nature of the disease, it is particularly important for the person With(PWCH to remain active. The

main focus is to keep the mucus produced in thegimoving and increase lung capacity. The best way
to do this is through moderate to high intensity cardio workouts as well as resistance training.

Take the following into consideration when designing a programme:

Retaining weight is a problem for most
PWCE so the workout can be shorter, but
of higher intensity- more anaerobic than
aerobic.

CF adults will often have reduced lung
yolum_e, so start off easy and bgild on the &  More time for you, your family, work
intensity of the programme over time.
Resting heart rates are generally higher
than normal, so be aware of this on the
machines.

Strengthening the muscles in the chest will
help with lung function and breathing.
Exercises such as Pec Flys will enhance the

strength component as well as stretching the chest muscles.

The upper back muset are also helpful in improving posture and breathi@§tends to make

the chest tight, so adults often start to slouch as they get older. Exercises such as the Seated Row
and Upright Row will be helpful.

Keep repetitions higher to work more on muscledarance: 1615 repetitions is good.

and play

have the for
you
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Eating well
Like physiotherapy, by the time you get to be
an adult withCF the need to maintain a good
body weight (lean body mass) is something
you will have heard over and over again.

Diet definitely does matter. Achieving and
maintaining a good weight is essential for
maintaining good lung function, helping you
to withstand infection and is associatedth
improved outcoms.

Dietary requirements vary considerably and whilst some people may have normal eneuemngents,
most people withCystic Fibrosi@CH have higher energy needs than people with CF because they do
not absorb their food as easily. As a general principle, people @ktbften require 20 to 50%more
calories each day than people witho@Fhowever some may need considerably more than this. For this
reason we usually encourage you to have a high calorie diet.

This high calorie intake is often hard to achieve as many people @ktéxperience reduced appetite,

especially during episodes oféationcii KS @OSNEB GAYS 6KSy @2dz2NJ 62ReQa Sy
highest. At the same time many people wiiliineed to take enzymes to digest and absorbdantaining

foods. Forgettingo take or taking too few enzymes will result in some faitg wasted and you will lose

fat (energy) in your stools. This can lead to weight loss or difficulty in gaining weight despite eating well.

Even if you are taking your enzymes appropriately you will continue to lose some fat in your stools and

this contibutes to your increased energy requirements.

The question many people witbFask their care teams, when given the regimes they need to stay well is:

0 S> 1t ‘NEEDto do what | am told | SHOULDT ‘ 6 ¢

In the case of maintaining a good body weight, the answer is very simple. If you want to stéyr well
longer and you want to stay out of hospital, then work at keeping up your weight so that your body can
fight off the infections that are bound to hit you from time to time.

Your Dietitian will give you practida¢lp and advice on achieving and maintag your ideal weight. This

may involve using supplements and/or tube feeding. If you require pancreatic enzymes, a Dietitian will
advise you regarding dose adjustment and timing with foods. It is therefore important to see your
Dietitian regularly, idally at each clinic visit.
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