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From the desk of the Chairperson

Catching up with Heather
Kia ora koutou, greetings to you all.
Well, there is never ever a dull moment at the Muscular
Dystrophy Association.
The second meeting of the new National Council was
held in June. It was a very full meeting agenda and among
other things, we were able to finalise the MDA’s Vision,
Mission and Strategic Plan, after receiving feedback from
members around the country.
The other work we were able to finalise at that meeting
was the refreshed MDA logo design and branding to take
with us into the future. The Branches are now exploring
getting their logos and branding aligned with the National
Office’s new look.
Since April the team had also been busy with the first
round of applications for the MDA Discretionary Fund. It
is really gratifying that we were able to assist 14 members
with extra funds to achieve their identified goals. The
second round of applications for the 2016 Discretionary
Fund closed at the end of July, so the team are again busy
working through those.

We were also pleased to support some members with
a contribution towards the cost of the pneumococcal
vaccine. Ronelle has written to the Minister of Health, the
Hon. Dr Jonathon Coleman to present the case for this
vaccine being fully funded by Pharmac for people who
have neuromuscular conditions. We await his consideration.
In the meantime, Ronelle and the National Office team
are managing their way through a number of changes and
working towards our Freedom campaign. This is promising
to be an exciting campaign and I am looking forward to
seeing it roll out.
Once again I congratulate the team for its ongoing work
and look forward to spring and some warmer weather ahead.
Until next time,

Heather Browning
MDA Chairperson

It might be you ...
or a family member, a neighbour or a friend. It could be a
wee baby, or a retiree, it could happen at any stage in life.
Muscle weakness and wasting conditions can strike
anyone of any age, of any ethnicity. These disabling
conditions are called neuromuscular conditions with
most but not all being genetic in origin.
We provide services to people with neuromuscular
conditions - services that are unique and help them
to live their life to its fullest.
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You can help by:
• Telling family
members affected
by a neuromuscular
condition about us.
• Supporting our
fundraising efforts.
Muscular Dystrophy
Association Patron, Judy Bailey.

From the desk of the Chief Executive

In touch with Ronelle
Kia ora koutou, kei te hiamo ahau!
I am excited! The last time I was majorly involved in the
MDA’s national appeal, was in the year 2000. It was a
momentous year and I was employed by MDA on a parttime basis as a fundraising assistant for the Bow Tie appeal.
Globally, technology experts were still getting over the
Y2K scare that had convinced the world the Millennium
bug would bring down computer systems and everyone
who relied on them.
Locally, preparations for the America’s Cup campaign
were underway with Auckland’s viaduct in full swing
having had a makeover for the event. Sir Peter Blake,
Russell Coutts and Grant Dalton were all in the limelight
as the nation rallied behind Team New Zealand, planning
to mount their defence against Prada Challenge on
Auckland’s Hauraki Gulf.
A close internal relationship made it possible for MDA
to gain access to Team New Zealand and MDA branded
T-shirts were signed by the full crew and auctioned.
There was high media interest and funds were raised for
the appeal. A Bow Tie breakfast was held down at the
viaduct and overall, energy was high and positive for that
campaign. As someone in my late 20’s, it felt cool to be
part of a fun event and I was proud of what we achieved.
Year after year, countless MDA members and branch
supporters have been involved in the Bow Tie appeal,
raising vital funds and awareness for their local branch, the
MDA and the services provided. As we acknowledge Bow
Tie as part of our history, we now embrace a new concept
for our national appeal re-launching in the first week of

September. I am reminded of the great experience I had
16 years ago and how we must reignite a sense of fun,
pride and positivity as part of our appeal week. If we
can even be associated with the elusive ‘cool’ factor, that
would be great.
I want to thank all of the members who have shown
their support over the years and to those who have
shared their ideas and personal thoughts about Freedom
for this issue. Get involved, start a conversation, tell us
what Freedom means to you and how you think MDA as
an organisation can work to establish its new vision of
Freedom Beyond Limits.
Noho ora mai,
Nā Ronelle

Ronelle Baker
Chief Executive

If you travel for business or pleasure, please consider using Kiwi Karma
to book your accommodation. At no extra cost to you, Kiwi Karma will
donate 5% of your total spend to support the work of the MDA. Check
out room rates and competitions at www.kiwikarma.co.nz

YOUR

feedback

We love hearing what’s on your mind.

What are your thoughts
on the proposed
Vision statement?
(Freedom beyond limits)

Thanks
for your
feedback on
our strategic
direction
In the Winter issue of InTouch we
asked for your feedback on our
proposed strategic plan, including
a new Vision statement, Mission
and Values. We also asked you to
vote on a proposed logo change.
The result of this process means
that MDA will adopt the overall
proposed Vision, Mission and
Values, with some minor changes.
Thank you so much to all of
you who sent in your thoughts.
We wanted to share some of
them here.
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What are your thoughts
on the proposed Mission?
(Promoting freedom of choice
in a responsive society)

I think it’s great. Freedom is a fantastic
vision to have. I think the statement
is simple and flexible – it can mean
so many things to so many people.
Freedom beyond my physical,
emotional and attitudinal limits,
but also beyond society’s physical,
legislative and attitudinal limits. F
Commendable, succinct.

A good ideal to work towards.

F

What if society is not responsive?
Does this mean our choices are
dictated by society. F
This sounds vague to me, I would
have no idea what it meant out
of context. F

F

Brilliant – I like how the statement
acknowledges participation on
society and reducing social barriers.

F

Society’s perception of and
assumptions about disability and
neuromuscular conditions pose
barriers and limit our freedom,
making many things that people take
for granted more difficult – including
having the careers, relationships and
and activities of our dreams. Freedom
beyond limits is something that
will improve members’ wellbeing
and enable us to make our society
fairer for people with neuromuscular
conditions. F

Freedom of choice is what it is
about to make a difference in
participating in society, education,
and employment. F
Expands nicely on the vision. We
often have little choice about where
we go, what we do, where we live etc,
because society isn’t responsive and
inclusive, so I like this Mission. F
I really hope our society will
understand and improve our freedom
of choice to live the lives we want
just as much as everyone else. Society
should respond positively to what we
need in order to realise equality and
liberty for everyone, including people
with neuromuscular conditions. F

YOUR

feedback
What are your thoughts
on the proposed Values?
(Sustainable, Empowering,
Proactive and Connected).

These are the values that should
be throughout all of society. F
Four very powerful words. Easier
to remember. F
These values are the ultimate
achievement for MDA. F
Hard to argue with these…

F

A clear and unambiguous statement.

F

Sustainability is important because
MDA is needed to operate long
term to make the difference. I
anticipate MDA to be more proactive
in advocacy and support with our
new CEO. Empowering is the most
important of the four values because
having our rights recognised and
exercised – creating opportunities
for us – is the step to freedom and
success. We need to be connected
to the networks so our society will
understand us more, so we can bring
positive change more effectively – we
need to be connected to participate
in society. F
A high standard with these values
showing the future of a strong and
vital organisation with foresight to
the future and existing members. F

Absolutely love the sustainable
beliefs that we will stand for. As well
as proactively influencing social
change and research (and I hope
boldly). While I appreciate priority
populations can be targeted for a
‘bigger bang for buck’, we must
ensure we remain and are seen to
be inclusive for all.
Re. ‘Empowering - we believe in
standing up for rights and creating
opportunities..’ I believe it should read,
‘Empowering - we believe in creating
opportunities and standing up for
the rights ..’ reads more positively and
connects what rights we are standing
up for more clearly. F

Your feedback is
important to us

Our new logo
We have adopted a fresher version
of the helix person, in a symmetrical
round shape, rather than the former
oval. This circular shape represents
a more open and inclusive
organisation. The member vote has
gone towards New Zealand and this
results in our logo not having any
Te Reo. National Council have
therefore asked that the Chief
Executive develops a proposal
to include Tikanga and Te Reo in
the strategic framework of Vision,
Mission and Values.
In the meantime, the new logo
will be phased in as we re-print
resources, to avoid unnecessary
costs associated with re-branding.
Our legal name remains the same.

F

Tell us what you think by sending
comments to: info@mda.org.nz
or write to us at:
PO Box 12063, Penrose,
Auckland, 1642
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MDA
news
A cup of tea and a catch up
with … Amanda Lam
Each issue we introduce a MDA staff member:

How long have you
worked for the Muscular
Dystrophy Association
and what do you do?
I started work as the
accounts assistant at the
end of May.
What qualifies as a great day at
work for you?
Coming away from work feeling
upbeat about the interactions of my
day and a sense of accomplishment
from the completion of my work.
If resources and funds weren’t an
issue, what would you like to see
our members enjoying?
I would like everything to be a lot
more accessible, from transportation
to entertainment. Wouldn’t it be nice

Join the
conversation

if nothing was unattainable
due to inadequate facilities?
What’s the perfect
morning tea for an
office shout?
Is morning tea too early
for KFC? Probably just a really good
coffee and a slice of lemon cake.
What are you passionate about?
As a mother of five you’d think I was
passionate about being a taxi driver!
But when I am not driving my kids
around, I love netball and basketball.
I coach two netball teams and love to
watch all televised games (including
the Australians). I love to catch the
NBA games when I can, and have had
the privilege of attending one live.
OKC is my team. N

A new disability strategy is being
developed for New Zealand. In May,
MDA Chief Executive Ronelle Baker
attended a session in Auckland to
contribute to a disability provider
group submission to inform the new
strategy. Phase 1 consultation has
closed, however another consultation
process on the proposed new ‘draft’
disability strategy is expected 25 July
– 21 August.
Visit http://jointheconversation.nz/
to find out more and have your say.
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N

Remembering
Rodger
Alexander
It was with much sadness that
many in the MDA community
attended the Harewood
Crematorium in Christchurch to
farewell Rodger Alexander and
to offer support to his wife and
their sons.
Rodger passed away after a long
battle with cancer on May 21, 2016.
Rodger was known to many in
the MDA community from when,
following the diagnosis of all three of
their children with Friedreich’s ataxia,
he took on roles in governance at
both a local level for the Canterbury
branch and at a national level for the
national association. He presented at
MDA conferences and ran workshops
for parents of children diagnosed with
neuromuscular conditions as well as
supporting many families personally.
His wisdom, humour and deep and
creative thinking helped many and
MDA NZ has been privileged to have
Rodger Alexander as a supporter. N

MDA
news
Your Health Passport
A Health Passport is a booklet that you can carry with you
when attending hospitals or other providers of health and disability
services. A Health Passport contains information about how you
want people to communicate with you and support you.

How to get the best out of your
Health Passport:
• Complete it as soon as you receive
it (don’t wait till you have to visit
a hospital)

Support Us

• Keep it safely with your other
medical records (with your medical
file or other records that you may
take to a hospital)
• Remember to take it with you
every time you visit a hospital
• Inform reception staff that you
have a Health Passport when you
go to a hospital
• Keep your Health Passport close
to your bed at all times when in
the hospital
• Remind all hospital staff who work
with you to read the Passport
• Remember to take your Passport
with you when you return home

Any donation, big or small
makes a difference.
Donations of $5 or more
are tax deductible.
You can get a Health Passport
from your MDA fieldworker who
can also assist you in filling it in if
needed. Or you can go to the
Health and Disability Commission
website
www.hdc.org.nz/about-us/disability/
health-passport
You can order one to be sent to you
for a small cost, or you can download
your own copy for free. N

Desperately seeking back issues!
We need your help! Have you
collected issues of InTouch magazine
but don’t know what to do with
them? MDA National Office would
love to receive your copies of the
Spring 2011 issue and the Summer
2012 issue to restore its archive
collections. Please contact Chris Light
chrisl@mda.org.nz who will provide
you with a postage-paid envelope. N

Call: 0900 426 93 to make
an automatic $15 donation.
Online: Donate any
amount securely online.
www.mda.org.nz
Post: Make a donation by
post. Our postal address is:
PO Box 12063, Penrose,
Auckland, 1642
Bequests: You can
create a lasting difference
through making a bequest.
Contact us or visit our
website for information
on how to include MDA
as part of your will.
Thank you. We greatly
appreciate your support.
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MDA
news
Funds for members
Helping to achieve their potential.
Congratulations to the following
members whose applications to
the new discretionary fund were
successful: Scott McKenzie, Thomas
Tumai, Jodie Thorne, Ben Samson,
Noel Lucia Ratapu, Sandra Duncan,
Quintin Poad, Joshua Poad, Jason
Potts, Jayshree Ranchhod, Joan
Gason, Jack Lovett-Hurst, Jacob
Lane and Asher Hovell.
The fund was established earlier
this year to provide access to

opportunities and resources that aren’t
covered by government funding.
A combined sum $10,179.95 was
distributed between the recipients.
Successful applications included
contributions towards accessible
vehicles, a gym membership, a
contribution towards travel and
accommodation expenses for a
sporting trip, and a microphone for
voice activated software on a PC.
Pictured are Jodie Thorne, who
received a contribution towards the
cost of a customised mounting
block for horse riding, Asher Hovell,
who has a new table tennis table
and Noel Ratapu, who went to a
conference in the USA.
Funding rounds will be available
in July and October. You can find
out more by visiting the member
section of the MDA website,
www.mda.org.nz. Or, phone Chris
Light on 0800 800 337 (option 4) to
have information posted to you. N

Jayne McLean

Goodbye
Jayne
Farewell and best wishes for the future
to Jayne McLean from the National
Office. Jayne has made an enormous
contribution since joining the MDA as
Information and Resource Manager in
September 2013 and will be missed by
colleagues and members alike. We will
introduce you to Jayne’s replacement
in the next issue of InTouch. N

Warm
and cosy
Congratulations to Serena Leong-Teo
and Don Picken who were the lucky
recipients of the warm socks offered
to readers in Ronelle Baker’s letter
in our last issue. We hope they kept
you nice and toasty during the
winter months! N

Coming soon
Recruitment is underway for the first
ever MDA Fieldworker for the Oamaru,
Otago and Southland regions.
The part time role will be based in
Dunedin and we look forward to
introducing this new team member
in our next issue of InTouch. N
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Catching up with news from
the MDA’s research foundation

NRFT

news

Alleviating
swallowing difficulties
Karen Ng is a PhD candidate at the University of Canterbury who
recently used the NZ NMD registry to find people for her study.
She is interested in alleviating the
swallowing difficulties that
many people with neurological or
muscle disease experience.
Her study measures patterns
of swallowing impairment within
people who have trouble swallowing
because of neurological or muscle
diseases. Improved diagnosis and
understanding of swallowing
problems will enable the development
of more effective treatments.
Karen Ng has utilised the NZ NMD
registry to help her find people
eligible for her study. She says, “The
Registry Curator, Miriam, has been
very helpful in contacting potential
participants for my research study.
She is very knowledgeable about the
neuromuscular disease population
and was able to provide me with
advice on selecting diagnoses that

would be most appropriate for my
study, and advice on how to best
reach out to potential participants.
Almost all of my neuromuscular
disease participant group have been
recruited through the NZ NMD
Registry. The process for collaboration
was very easy and straightforward,
and all of my requests were
responded to quickly and
efficiently. Even though I am based
in Christchurch, I was able to reach
people all over New Zealand. The NZ
NMD registry is a fantastic resource
for both researchers and patients, as
it provides a link between researchers
and patients and allows for studies to
be done that benefit the community.”
If you are interested in enrolling with
the NZ NMD Registry please talk to the
MDA fieldworker or contact the Registry
curator registry@mda.org.nz N

Moneeta Pal

Understanding
Charcot-MarieTooth Disease
AUT is working in
partnership with the
MDA and the NZ NMD
registry to conduct a
study on the frequency
and impact of CharcotMarie-Tooth Disease.
If you (or your child) has
been diagnosed with
Charcot-Marie-Tooth
Disease and you live in
the Tāmaki Makaurau
(Auckland) area, the
research team would
love to hear your story.
To find out more please
contact Moneeta Pal
Freephone: 0800 637738
Email: cmt@aut.ac.nz
Mobile: 021 952 312
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My Freedom
Members share what freedom means to them
As we prepare for our September 2016 annual appeal we’re starting a conversation
about freedom. Freedom beyond limits is our new vision and we believe people
living with neuromuscular conditions should have freedom of choice and have
everything they need to live life to the fullest.

Kuldeep Singh, Auckland

Yasha Singh, Auckland

Caption here

Neil Singh, age 5
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Liz Church, Napier

Feature | My Freedom

Samantha-Rose Williams, Christchurch

Tony Howe, Auckland

Your turn!

Caption here

Go to www.mda.org.nz and download
your own freedom poster and share what
freedom means to you (be sure to print in
colour and use a felt pen to write with so
it shows up). Get someone to take a photo
of you and either post it on our Facebook
page and tag it #MDAFreedom or email to
media@mda.org.nz so we can share it.

Nic Brockelbank, Cambridge

Get involved!
We’re looking forward to our Week of Freedom
from September 1-5.
Here are ways you can get involved
Help fundraise:
We’ve got mints and silicon wrist bands to sell. See if your
workplace or a local cafe would be happy to have a box on
their reception desk or counter. Speak to your local branch
for more details and to get stock.
Attend one of our events:
1st September: We are starting the week with an exciting

launch. We can’t say too much just yet, but it involves
members taking a leap for freedom from an iconic
Auckland landmark! We’ll keep you posted.
2nd September Book launch: The MDA’s Stories project
will be launched at the Tāmaki Yacht Club. Keep an eye on
www.mda.org.nz for further details.
3rd September Public lecture: Join our guest speaker,
Dr Lance O’Sullivan for an inspiring and informative
session discussing research and experience. Keep an eye
on www.mda.org.nz for venue and further details.
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Charting my own path
“I know what I want and I go for it”
In this edited extract from the Muscular Dystrophy Association’s Stories project,
Niki Wright-Jackman shares her parenthood journey. By Natalie Brunzel.

Niki Wright-Jackman is confident and determined. In her
opinion that is what it takes to live a successful life with or
without a neuromuscular condition. Niki knew that she
wanted to embark on the journey of being a mother one
day, so when she met her husband, she knew that she
could finally start the adventure. However, heart break was
soon to follow as she miscarried
early on in her relationship with
Paul. It was time to take a step
back and perhaps re-evaluate life.
Niki thought she had made
the decision that children
wouldn’t be part of her and
Paul’s life but one day she
thought, why we don’t give
it one last try. A month later
she was holding the positive
pregnancy test in her hand
in disbelief.
The pregnancy went well up
until the 28th week when Niki’s
blood pressure had risen too
high to be safe and she was
admitted into the High Risk
Maternity ward. She had also
developed gestational diabetes.
The moment an individual
is admitted into hospital the funding for support workers
(caregivers) stops as it is now the hospital that takes over
the role for caring for someone with a disability. This is fine
in theory, the only problem was “that the maternity ward
only had midwives on it and no nurses, therefore none of
them knew how to perform the daily cares that I needed”.
This left Niki in a very vulnerable and awkward position.
“I can’t do anything for myself, other than feed myself.” All
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other daily cares such as showering and dressing needed
to be completed by the hospital staff now.
There were some midwives and assistants that helped
Niki with her care. However, they would often make
cutting side remarks such as, “Isn’t it good that they can
test nowadays” and “is the father normal?” Niki’s response
was to play innocent and ask them what they meant. She
had made the decision with her husband not to have the
baby tested. “We will be the parents the child requires
us to be”, she said with determination. “If the child has a
disability I couldn’t think of better people to take care of
him/her. After all we have the experience!”
Finally, after four weeks of being in hospital the day of
delivery came. Niki was put under which meant for the first
24 hours she would not see her newly delivered baby boy.
Recovering in intensive care she was wavering between
consciousness and oblivion. During this time, there was
one orderly whom she never really knew but who treated
her with such love and care, that he renewed her faith in
the hospital staff. He placed a photo of her baby on the
pillow so that she could see her son’s image for the first
time. Unfortunately, this loving care was short-lived.
The moment she was to be discharged to the ward,
the nurses demanded that she found a family member
to transfer her into her wheelchair because they wouldn’t
help her. On the maternity ward there was a definite air of
the staff not wanting to have anything to do with Niki and
certainly no support for her cares.
Entering the Neonatal Intensive Care Unit (NICU) the
atmosphere was thick and unwelcoming. Only when the
nurses saw Paul did they welcome him in, he was able to
care for baby Noah. It was heart breaking, “I didn’t feel like
a mother.”
Struggling through these bleak days Niki anxiously
awaited the day she could take her new born son, Noah,

Feature | Charting my own path

home. By this stage Paul had sold his business and had
prepared himself to become a full-time dad.
Noah arrived home and they could at last be a family.
He was only 3kgs and Niki found that she could place him
on her tray, which attached to her wheelchair, and feed
him with a bottle. Giving her the opportunity to bond
with her beautiful son. This joy was soon diminished when
an Occupational Therapist (OT) came to visit, promptly
informing Niki that she was putting her child at risk. It was
not safe. “What would you suggest? What aids could help
me?” Niki asked. “I don’t know; I’ve never had a case like
you”, was the OT’s reply. Niki responded, “Well, if you can’t
help and can only criticise then I guess you had better
leave.” At times it seemed nobody with a disability had
ever had a child before but that of course isn’t true, it’s just
that the health professionals didn’t seem to know how to
support someone with such high needs.
The only useful aid Niki found to help her have quality
time with her son came from joining a Baby Wrap Group.
There she discovered a wrap that she could have wound
round her ensuring Noah could snuggle up to her while
she was in her power-chair. She used this for four months
but then unfortunately he became too wriggly to stay
safely in it.
Niki puts her experience down to the inexperience
of the health system having to cope with an expectant
mother with high needs herself. “That’s why I established
the Facebook page in the hopes that new mothers would
share their stories. However, up to now nobody has shared
their experience. That is why it was so important for me to
share my story to hopefully be able to help someone else.”
It took until Noah turned three years old for Niki to feel
like she was a Mum. Up until then she couldn’t support
her young child with his needs
and felt detached as Paul
completed all of Noah’s cares.
“Now that he is older, he can
jump on my lap and I can help
him turn the light on or give
him something to eat and
drink.” It’s been a hard journey
but Niki is happy that she
persevered because now she
has an amazing son. The fact
that Noah resembles Niki also

“We will be the parents
the child requires us to be”,
she said with determination.
“If the child has a disability
I couldn’t think of better
people to take care of
him/her. After all we have
the experience!”

has helped establish a closer bond. “People can see we
are a family because we look alike.”
Niki moved her young family down to Wanganui in
order to have a better lifestyle and so that Paul can stay
home with Noah until he goes to school.
“If there is one message I could give to people with
neuromuscular conditions it is that we can’t compete
with our able bodied peers and we shouldn’t.” It is the
one thing she learnt from trying to compete by working
full-time. Her secret is to go for what you want and not let
anything stand in your way.
Read more of Niki’s story, and the stories of others with
neuromuscular conditions when the collection is published later
this year. Keep an eye out at www.mda.org.nz for more details.
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Breathe easy
A guide to managing the respiratory
effects of neuromuscular conditions
Why is respiratory care important?
Neuromuscular disorders cause progressive muscle
weakness, which can impact the muscles used in breathing
and coughing. Weak respiratory muscles can put you at risk
for respiratory failure, which unfortunately is a common
cause of death in people with neuromuscular disorders.
Thanks to advances in clinical care and research there
are things that you can do to manage the respiratory
effects of neuromuscular disorders.

What can I do?
Educate yourself. There are preventative measures
and interventions that can help you maintain your
respiratory health and treat respiratory complications.
Prevention and appropriate treatment of respiratory
complications is critical in order to prevent long term
hospital admissions, loss of independence or life
threatening conditions.

Know the signs of
respiratory insufficiency
• sleeping more often
• constant fatigue
• occasional confusion
• difficulty concentrating
• muscle twitching that previously did not exist
• constant or periodic headache
• significant shortness of breath at rest
• difficulty sleeping or lying down
• unconsciousness or difficulty waking
If you experience any of these talk to your GP and
ask for a referral to see a respiratory specialist.

14 | InTouch magazine Spring 2016

MDA NZ also has information available on its website or
you can talk to an MDA fieldworker.

Breath stacking
Breath stacking therapy (also known as lung volume
recruitment) consists of periodically filling your lungs
to their maximum capacity, beyond what your weak
muscles can achieve on their own. Breath stacking may
increase your lung volume, cough effectiveness, lung
and chest suppleness and speaking volume. It may also
decrease atelectasis, which occurs when areas of the
lung are not routinely filled with air. Atelectasis can lead
to chest infections and poor air exchange in the lungs.
Once prescribed, breath stacking therapy is performed
using a lung volume recruitment device, which consists
of a manual resuscitation bag, a one-way valve inserted
into tubing, and either a mouthpiece or a mask. The lung
volume recruitment device (also called a breath stacking
device) can be assembled by a knowledgeable health-care
professional or purchased as a pre-assembled kit. Research
shows that people with Duchenne muscular dystrophy
who use LVR twice a day demonstrate a slower decline in
pulmonary function.
Source: Guide to Respiratory Care for Neuromuscular Disorders –
Muscular Dystrophy Canada

Greater freedom
Day after day, Astral does what it does best: help people renew a sense of
freedom and gain independence, whilst giving clinicians the confidence that they
are providing quality ventilation wherever it’s needed - in hospital and at home.
ResMed’s Astral 150 life-support ventilator is a small, portable, and lightweight
with external battery life and patient-friendly set-up and operation – offering
greater freedom, confident care, and designed efficiency to enrich life for
everyone.

To discover more about the Astral series, visit ResMed.com/Astral.

ResMed.com
© 2016 ResMed Ltd. 2016-07

Taking control
A guide to understanding Individualised Funding.
A way of paying for disability related supports that gives you more choice and control.

What should I be aware of?

What is it?
Individualised Funding (IF) is a mechanism for disabled
people to have more choice and control over how their
disability related supports are provided in their homes
and when accessing the community.
IF began as a pilot under the Ministry of Health in 2003,
and has since expanded to be available to all disabled
people who have been assessed by a Needs Assessment
and Service Coordination (NASC) agency, and allocated
hours of support for either home help or personal care.
This type of support is known as home and community
based support.
In practical terms, IF allows an individual to purchase
and pay for their home and community based support,
with the funds being managed through a third party or
IF Host Provider, not the Ministry of Health directly.
Anyone who wants to use IF will need to discuss this
with their Needs Assessor at their local NASC in the first
instance. The Needs Assessor can refer the individual to
an IF Host Provider in their local area, or one of the three
National IF Host Providers if preferred.
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When choosing to manage their supports through IF,
individuals are able to facilitate supports that work around
their own lives. The flexibility to employ who you want
to and negotiate times of service are great benefits to
moving to self-managing personal supports through
IF. The amount of funding available to an individual is
a calculation of a yearly amount, based on a fixed unit
price per hour of support allocated. The yearly timeframe
relates to when your needs assessment and review of
supports happens, rather than a calendar or tax year. The
flexible use of funds means that supports can be flexed
up or down during the year, depending on when you
have the greatest needs. However IF must be managed
in accordance with Ministry of Health policy and Inland
Revenue requirements. At the end of the year, any unspent
funds will be returned to the Ministry of Health.
Some of the challenges associated with IF include
time, record keeping, knowledge, skills, employment
relations and personal liability. Many of these issues can
be overcome by working with an IF Host Provider who
for a small fee will offer coaching, administration tools,
and payroll services as an optional extra, for those who
prefer not to deal with payroll calculations and tax matters.
You can also nominate another person such as a family
member to act as an Agent on your behalf and manage
the IF funding arrangements for you.
If employing support staff (rather than purchasing
support services from a provider), individuals managing
their own supports through IF carry a personal liability
as an employer. This is an important consideration, as
things can become costly and stressful if employment
relationships break down and a former employee takes
up legal action against you. Community Law Offices are
usually inclined to represent employees in such matters,
so affordable legal options may be limited. IF providers
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may be able to inform you about risks associated with
this liability and resources they can provide, such as
access to an Employers and Manufacturers Association
(EMA) subscription.

Nelson Marlborough/Blenheim:
Florence Nightingale Agency, (03) 548 0623
nelson@florence2care.co.nz, www.florence2care.co.nz
Dunedin/Otago:
Dunedin Home Support, (03) 455 0714

Is there is an IF host provider in my area?
There are three National Providers and a range of local
providers.
The Ministry of Health website shows that as at
28 November 2011, contracted IF Hosts (and their
geographical regions*) are:
National (excluding Auckland):
Access Homehealth Ltd, 0800 284 663, www.access.org.nz
National:
Healthcare NZ Limited, (06) 8344567, www.healthcarenz.co.nz

dunedinhomesupport@xtra.co.nz
www.dunedinhomesupport.co.nz
*With the exception of Manawanui In Charge, the service coverage
area for IF Hosts is the same as where their HCSS services are delivered,
meaning there is no change to existing referral practices for NASCs.

Where can I find more information?
The Ministry of Health website is a great place to start.
Reviewing the IF Host Providers websites and talking to
networks who use IF is also likely to help decide if IF is
right for you.

National:
Manawanui In Charge, 050804620427
(09) 444 8440, info@incharge.org.nz, www.incharge.org.nz
Northland:
Home Support North, (09) 401 6657, homesupport@xtra.co.nz
www.homesupport.co.nz

Keep the
conversation going

Auckland:
Presbyterian Support Northern (Coactvie Disability Support
Services), (09) 622 4799, info@coactive.org.nz,

Natalie Brunzel explains why we need to keep
on talking about Individualised Funding.

www.coactive.org.nz
Auckland:
Lifewise Homecare Services, (09) 302 5390,
lifewise@lifewise.org.nz, www.lifewise.org.nz
Auckland West:
Vision West, (09) 818 0700, Office@VisionWest.org.nz
www.visionwest.org.nz
Thames/Waikato:
Te Korowai Hauora O Hauraki, (07) 868 5375, www.korowai.co.nz
Tauranga/Bay of Plenty:
Whaioranga Trust, (07) 544 9981, reception@wtga.org.nz
Eastern Bay of Plenty:
Disability Resource Centre Trust, (07) 307 1447
Freephone: 0800 227 363, www.drct.co.nz
Mid Central/Wellington:
Presbyterian Support Central, (04) 439 4900, info@psc.org.nz
https://central.ps.org.nz/

This topic is divisive for reasons that it seems to cause
panic whenever the Government moves the goal posts.
When you type individualised funding into Google you
will see the Ministry of Health guidelines. This provides
individuals with an overview of eligibility and the support
you can receive. However, if you want to make the most
out of individualised funding (IF) then you need to discuss
it with friends as they know how the system works. They
will give you a wide range of ways of how to utilise your
hours and also their concerns. When you are in the system
you know that the guidelines and applications is just
where the journey begins.
IF works well for those who want to be in charge of
their own supports, however it should not be forced onto
those who do not wish to manage their own support
workers/personal assistants.
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In order to understand IF it is important to know how it
eventuated which in turn influences the direction it needs
to continue to take. The way in which disability supports
are funded has changed and with it we have seen a shift
away from institutionalisation towards independent
living. In my opinion every system needs to constantly
reflect on its practices in order to ensure its relevance and
efficacy. While the system of individualised funding works
extremely well, if it goes unchecked then it will eventually
be rendered useless.
The reason it works well for many is because traditionally
individuals were assessed for their daily needs and then a
set amount of hours was granted to support that person.
A support agency would provide caregivers up to the
allotted hours of care. This process led to the organisations
having all the power. As the hours were prescribed and
the organisations chose the caregivers as well as the times
at which the individual could receive the support. This led
to many people being required to go to bed at 7pm or get
up at 10am. Not conducive when you are trying to live an
active life within the community. It also meant that if you
didn’t use the hours at the time given then you would lose
them. They wouldn’t automatically accumulate.
IF has been the governments answer to this issue.
This shift has seen people re-name their caregivers into
personal assistants or support workers. This might seem
like a minor shift but in the psychology of individuals there
is a difference between having to care for someone than
to support someone. Being the manager keeps the care
more honest.
Not only can individuals choose who to employ as their
support people but they are also able to choose how and
when these supports are able to be accessed. Many of
my friends commented on the fact that now they were
able to ‘stretch the hours’ to give them the supports they
actually needed. They had observed that people with
neuromuscular conditions often didn’t receive the hours
required to live independently. Therefore, they found
ways in which to use IF to support them affectively. One
of those ways for example was having a family member
support them for a week which then meant they could
save up their hours and live independently for the rest
of the month.
There are many creative ways that individuals have
found to make the money stretch further. However, there

18 | InTouch magazine Spring 2016

Not only can individuals choose
who to employ as their support
people but they are also able
to choose how and when these
supports are able to be accessed.

was an audible panic amongst my friends when the
minimum wage was being raised. Not because they didn’t
want to pay their support staff more but rather because it
meant further strain to an already tight budget.
Now do not misunderstand, everyone wants to be
able to pay their personal assistants as much as possible.
However, for some the reality is that they pay the amount
they can afford. One of the joys of IF is that disabled
people have the choice to pay assistants the amount they
decide on. This means that many are paid over minimum
wage in order to get the quality support required.
However, there is a vast difference between paying
someone $17 per hour when the minimum wage is $14.25
(2014) to paying it when the minimum wage is $15.25
(2016). Not to mention that in order to retain good people
there is a need to increase their pay on a regular basis. All
of this has to be carefully managed and can work well but
it does get extremely hard when the Government does
not take this into consideration.
If you are on IF you are probably aware of many of these
things. But, it requires our continued engagement with
the Ministry of Health to keep IF honest and functioning
in the best possible way. So I urge you all to continue
letting your concerns be heard with feedback to MOH
and other organisations.

Natalie has worked within the
disability sector for the past 10 years
and has a passion for ensuring equality.
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PREFERRED EQUIPMENT SUPPLIER

K-SERIESattract

COMPACTattract
Your active innovative wheelchairs
Küschall represents innovative wheelchair design, suitable
for active people who demand aesthetic appeal, together
with exceptional strength and performance.

Request a trial or a quote with your territory business manager,
visit invacare.co.nz or phone 0800 468 222

Research

ANN – Building the Future
Families living with neuromuscular conditions, allied health professionals,
clinicians and researchers met over the course of three days in Sydney at the
Building for the Future Neuromuscular Conference.

Recordings of the presentations
from days 2 and 3 can be viewed
for free via the MDA NSW website
http://md.5stream.com/shop.
php?sub=12790
Day 1 comprised the Australasian
Neuromuscular Network (ANN) annual
scientific meeting with representatives
from throughout Australia and New
Zealand being well-represented with
Gina O’Grady, Richard Roxburgh and
Miriam Rodrigues each presenting
work in the neuromuscular field being
carried out here. Many Australian
/ New Zealand collaborations,
including patient registries, ‘finding
the gene’ studies and guidelines for
neuromuscular conditions have either
been initiated or strengthened due to

PhaseOut
DMD
A Phase 2 clinical trial of
Ezutromid in boys with DMD.

Summit Therapeutics announced in
June that has enrolled its first patient
in PhaseOut DMD, a Phase 2 proof
of concept clinical trial of ezutromid
(formerly SMT C1100) in patients
with DMD.
Ezutromid is an orally administered
small molecule that is designed to
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psychological support to maintaining
respiratory functions, exercise and sex.

BUILDING
FUTURE
neuromuscular conference
FOR
THE

the ANN meetings so everyone in the
audience responded enthusiastically
to the news that, despite CRE NMD
funding ending this year, the ANN
website, newsletters and annual
meetings would continue on
alternative funding streams.
Building for the Future was
well-supported by families with
neuromuscular conditions attending
from all states of Australia and New
Zealand. Topics discussed were many
and varied, covering everything from
modulate utrophin, a protein that is
structurally and functionally similar to
the dystrophin protein. Dystrophin is
essential for the healthy function of
all muscles but is missing in patients
with DMD. Utrophin modulation
is a potential disease-modifying
approach that could slow down or
even stop the progression of DMD
in all boys and young men with
DMD, regardless of their underlying
dystrophin gene mutation.
PhaseOut DMD aims to provide
proof of concept for ezutromid and
utrophin modulation by measuring
muscle fat infiltration, as well as by
measuring utrophin protein and

The audience was informed about
the development and regulatory
processes involved with getting
drugs from the lab to the patient and
condition-specific research updates
were provided for Duchenne MD, SMA,
FSHD and myotonic dystrophy.
If you only have time for one clip, see
Paralympian Karni Liddell transforming
disability into opportunity.
http://md.5stream.com/content.
php?id=12830
Miriam’s attendance was made
possible by the Australasian
Neuromuscular Network. Read on for
more reports from the conference. R

muscle fibre regeneration in muscle
biopsies. The primary endpoint of
the open-label trial is the change
from baseline in magnetic resonance
imaging (MRI) parameters related
to fat infiltration and inflammation
of the leg muscles. Exploratory
endpoints include the six-minute
walk distance, the North Star
Ambulatory Assessment and patient
reported outcomes. PhaseOut DMD
is a 48-week open-label trial expected
to enrol up to 40 boys ranging in
age from their fifth to their tenth
birthdays at sites in the UK and
the US. R

Research News

Newborn study
NURTURE - A Clinical Study for Newborns Diagnosed
with Spinal Muscular Atrophy (SMA).

A Practice Brief focusing on
foot care for people with
Charcot-Marie-Tooth disease
(CMT) has been developed by
Professor Josh Burns and the
Centre of Research Excellence
in Neuromuscular Disorders.

The NURTURE study is being
conducted in various sites around
the world, including Brisbane and
Melbourne, to see if treatment
with an investigational drug can
delay or prevent the symptoms of
SMA appearing.
Researchers conducting the
NURTURE study are examining the
investigational drug Ionis-SMNRX to
see if it can increase the production of
SMN, a protein that is needed for nerve
and muscle function. This is being
carried out as a collaboration between
Biogen and Ionis Pharmaceuticals.
SMA is caused by a mutation, or
change, in a gene called survival
motor neuron 1 (SMN1). This gene
produces a protein called survival
motor neuron (SMN) that is important
for nerve and muscle function.
Individuals with SMA do not produce
enough of this protein. There is a
“back-up” gene called SMN2 that
produces a small amount of the SMN
protein. The investigational drug is
being tested to see if it can increase
the amount of the SMN protein
coming from the SMN2 gene so that
nerves and muscles function properly.

About Spinal Muscular
Atrophy (SMA)
SMA is a rare, genetic disease that
affects the nerves in the spinal cord,
causing severe muscle weakness, loss
of movement and difficulty breathing.
There are four different forms (called

Best foot
forward

types) of the disease. The most severe
type is type I SMA. Newborns with
type I SMA can appear healthy at
birth but their muscles soon weaken
and they may never achieve basic
motor milestones – such as sitting-up,
crawling and walking. Eventually they
may suffer from respiratory failure
when their breathing muscles weaken.
SMA does not affect a person’s ability
to think, learn, and build relationships
with others.
SMA is an autosomal recessive
genetic disorder which means that
generally both parents must carry a
mutated SMN1 gene for their baby
to inherit SMA. Because each parent
typically has only one mutated SMN1
gene, the parents do not have SMA.
They are considered “carriers. “
SMA affects approximately 1 out
of every 10,000 babies.

The resource is especially designed
for frontline allied health clinicians
such as Podiatrists, Physiotherapists,
Orthotists and Pedorthists and is
available from MDA’s website.
What does the Practice Brief
provide?
• A description of CMT signs
and symptoms.
• Tips for facilitating diagnosis
for an individual showing signs
and symptoms of CMT.
• Strategies for regular care
of the feet and ankles of
someone with CMT, including
stretching interventions and
recommendations for foot and
ankle orthoses.
• Key sources of information and
support for people with CMT and
their treating health professionals. R

While there is currently no cure
or approved treatment for SMA,
participation in clinical research may
be an option to consider for families
with a baby diagnosed with SMA.
For more info visit the study website:
https://www.newbornsmastudy.com R
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Drug trial for
DMD ends
News discussed at the ANN included
BioMarin’s announcement made
on May 31 that it will discontinue
clinical and regulatory development
of Kyndrisa/drisapersen as well as the
three other first-generation followon products, BMN 044, BMN 045 and
BMN 053, currently in Phase 2 studies
for Duchenne muscular dystrophy.
This difficult decision was based
on discussions with the European
Medicines Authority and the US
Food and Drug Administration’s
Complete Response Letter issued
in January. BioMarin plans to work
with physicians, patient groups, and
regulatory authorities to develop
a transition plan for those patients
currently being treated. To the best
of our knowledge no NZ patients
were participating in these trials
but some Australian patients are
affected. BioMarin’s plan now is to
invest in research of next generation
compounds with the goal of
making a safe and effective
treatment available.
Kyndrisa/drisapersen is an
antisense oligonucleotide that
induces exon skipping to provide
a molecular patch for dystrophin
transcripts produced by mutations
within the dystrophin gene amenable
to the skipping of exon 51. Exons are
the parts of a gene that contain the
instructions for generating a protein.
Skipping an exon near the mutation
allows for the production of a
shortened but functional dystrophin
protein like that seen in people with
Becker muscular dystrophy. R
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Biomarkers in FSHD
A recent study published in Neuromuscular Disorders
“A Cross Sectional Study of Two Independent Cohorts Identifies
Serum Biomarkers for Facioscapulohumeral Muscular Dystrophy”
(FSHD) has reported increased levels of four proteins in
the blood of people affected by FSHD.
The levels correlate with the
severity of symptoms. The proteins
identified in the study may serve as
“biomarkers”—entities that can be
measured in blood or other bodily
fluids to indicate whether a person
has FSHD and how severely he or
she is affected. Identifying such
biomarkers is an important goal for
researchers and drug developers.
Because the progression of FSHD is
slow and unpredictable, a researcher
using functional measures (such as
muscle strength tests or changes in
ability to carry out daily tasks) would
have to monitor a group of patients
in a clinical trial for a very long period
of time to learn whether a drug is
effective. A valid blood biomarker
could offer a fast, objective, and more
sensitive measurement of disease
progression, which would help
shorten the time and expense of a
clinical trial.

The study compared those without
FSHD to those with FSHD and
showed a consistent pattern of blood
protein levels that were altered by
a factor of at least 1.5 in individuals
with FSHD. These proteins were
creatine kinase MM and MB isoforms,
carbonic anhydrase III, and troponin
I type 2. Levels of these four proteins
correlated reliably with whether
an individual had FSHD and how
advanced the symptoms were.
An important piece of future work is
a prospective study that follows these
proteins in the same individuals over
time - this type of study will indicate
whether protein levels correlate
with changes in strength in the
same individual and if a longitudinal
correlation exists, these proteins can
be used in the context of clinical trials
that test treatments for FSHD and
hopefully will shorten the trial length. R

Research

Results in FSHD Trial
aTyr Pharma announces encouraging early results
for Resolaris™ in its first rare myopathy trial.

aTYR Pharma recently announced
results from a phase 1b/2 clinical
trial evaluating Resolaris™ in adult
FSHD (facioscapulohumeral muscular
dystrophy) patients. The safety,
tolerability, immunogenicity and
pharmacokinetic profile supports
further development of the Resolaris
programme advancement in FSHD
and potentially other rare diseases too.
aTYR Pharma is developing
Resolaris, a potential first-in-class
protein therapeutic, for the treatment
of rare myopathies with an immune
component. The Phase 1b/2 study
was designed to evaluate the safety,
tolerability, immunogenicity and
pharmacokinetic (PK) profile of
Resolaris in adults with FSHD. In
addition, the study also evaluated the
utility of biomarkers including MRI
measurements to quantitate areas of
potential muscle inflammation and
clinical assessments including patient
reported outcomes.
In this randomised, double-blind,
placebo-controlled trial, Resolaris
was studied in three dose escalation
cohorts (0.3, 1.0, and 3.0 mg/kg) of
20 patients. In each cohort, patients
were randomised at a ratio of 3:1 to
receive Resolaris or placebo. Patients
in the first two dose cohorts were
dosed weekly over a period of one
month, and patients in the third
cohort were dosed weekly over a
period of three months. As planned,
aTYR enrolled a total of four patients
in the first cohort and eight patients

in each of the second and third
cohorts. A number of exploratory
pharmacodynamic markers and
clinical assessments were conducted
to better understand their utility in
FSHD. The study was not powered to
demonstrate statistically significant
evidence of therapeutic utility or a
specific activity endpoint.
aTyr intends to expand its
experience with Resolaris as follows:
• In adult FSHD patients by
additional enrolment of patients
in a new or existing clinical trial
setting at a dose of 3.0mg/kg to
build on the data from these first
three cohorts.
• In adult LGMD2B patients
evaluating the safety, tolerability,
immunogenicity, PK, exploratory
pharmacodynamic markers and
clinical assessments of a different
dosing paradigm from the
FSHD study.
• In early onset FSHD patients
(potentially the most severe form
of FSHD) evaluating the safety,
tolerability, immunogenicity, PK,
exploratory PD markers and
clinical assessments; and
• In adult FSHD patients rolled over
from the current in a long-term
safety extension study.

Study results
for sIBM
Neurologist Merilee Needham
recently visited Auckland from
Western Australia and reported the
latest results from the phase 2b/3
trial for bimagrumab (BYM338) in
sporadic inclusion body myositis
(sIBM). While bimagrumab was welltolerated the benefits of taking it
were not sufficient and unfortunately
the drug failed to meet the primary
endpoint for the study which was
improvement in the six minute walk
test. There were high hopes that this
drug would keep patients with sIBM
stronger for longer but unfortunately
that appears to not be the case. It’s
unlikely that this product is going to
be further tested in sIBM. R

InTouch magazine looks forward
to reporting these results as they
become available. R
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Your condition

in review

Myotonic Dystrophy
A multi-systemic disorder.

What is myotonic
dystrophy?

What are the features of myotonic dystrophy?

Myotonic Dystrophy (DM) is an
inherited disorder. It is abbreviated
as DM as the Latin name for this
condition is ‘Dystrophia Myotonica’.
In DM, a defective gene causes a
multitude of symptoms including
progressive muscle weakness
accompanied by myotonia, which
is the delayed relaxation of muscles
after contraction. It is a multi-systemic
disorder, meaning that it affect tissues
and organs throughout the body.

Skeletal muscles

Primarily the muscles of the face,
neck, hands, forearms and feet are
affected, although DM can have a
wide range of different effects on
different individuals.
DM is a rare condition that affects
both males and females. Age of
onset is variable from birth through
to old age.

Speech therapy
and audiological
assessment is
beneficial.
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Body system

Possible Effects

•
•
•
•
		

Muscle weakness (myopathy)
Muscle stiffness and trouble relaxing a muscle (myotonia)
Muscle wasting that gets worse over time (atrophy)
Severe muscle weakness and delayed development
in newborns and infants

Cardiac system

•
•
•
•

Heart rhythm problems (arrhythmias)
Enlarged heart muscle
Low blood pressure
Sudden death

Respiratory system

•
•
•
•
•

Breathing problems in newborns
Frequent lung infections
Aspiration of food or fluids into airways
Inability to breathe in enough oxygen
Sleep apnea

Gastrointestinal

• Difficulty swallowing
• Pain and bloating after meals
(GI) system
• Constipation, diarrhea, irritable bowel syndrome, 		
		 gastrointestinal reflux
• Gallstones
• Enlarged colon
Brain and central
nervous system (CNS)

•
•
•
•

Difficulty with thinking and problem-solving
Emotional and behaviour problems
Excessive daytime sleepiness
Nerve damage in feet and hands

Reproductive system

•
•
•
•

Small testes, low sperm count, low testosterone
Higher risk of miscarriage and stillbirth; early menopause
Problems with pregnancy and delivery
Newborn complications

Hormones

• Insulin resistance
• Premature frontal balding in men

Immune system

• Lower levels of antibodies in bloodstream

Tumors

• Higher risk of benign skin tumor (pilomatrixoma)

Vision

• Cataracts
• Damage to the retina
• Drooping eyelids (ptosis)
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Congenital
myotonic dystrophy
Congenital myotonic dystrophy is
a severe form of DM that is present
at birth, and tends to occur in
individuals with mothers with DM1.
In many instances, the mother’s
condition is so mild that having
a baby with congenital myotonic
dystrophy is the first indication that
the mother has DM. Congenital
myotonic dystrophy affects boys
and girls equally.
Babies with congenital myotonic
dystrophy have severe muscle
weakness and hypotonia (loss
of muscle tone). This includes
weakness of the face and children
characteristically have a ‘tented’
upper-lip. Babies are also often
born with clubfeet – a curvature
of the feet and lower legs. Surgical
correction is necessary to enable
the child to walk. The muscles that
control breathing and swallowing
are also involved. These problems
can be life-threatening and need
early intervention and intensive care
to improve the chance of survival.
This may include the use of artificial
ventilation and a feeding tube
inserted into the stomach.
As the child gets older it may
become apparent that the muscles

used for speech are often affected
and hearing can also be impaired.
Speech therapy and audiological
assessment is beneficial. Weakness
of the eye muscles can result in
strabismus, a condition where the
eyes do not work together. This can
be corrected with surgery. Congenital
myotonic dystrophy may also result
in learning disabilities and special
education is often necessary.
Myotonia is not present in babies
with congenital myotonic dystrophy,
however he or she may develop
myotonia as well as the same clinical
signs of DM1 later in life.

Humans have 46 chromosomes made
up of genes. Each chromosome,
which is a tightly coiled chain of
DNA (deoxyribose nucleic acid)
contains millions of chemicals called
bases. The four bases are adenine,
thymine, cytosine and guanine (A, T,
C and G), which pair together in sets
of three to form coded messages.
These messages are instructions for
producing proteins that make the
body function. Many disorders are a
result of a mutation to these bases.
DM1 is caused by an abnormality
in the DMPK gene on chromosome
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In many instances, the
mother’s condition is
so mild that having a
baby with congenital
myotonic dystrophy is
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19. Affected individuals have an
increased number of copies of a
portion of this gene called CTG
trinucleotide (A sequence of three
nucleotides repeated a number of
times within a gene). The greater the
number of repeated copies, the more
likely the condition will be severe and
the onset will be earlier.
DM1 is inherited as an autosomal
dominant genetic trait. This occurs
when only one copy of an abnormal
gene is necessary for the appearance
of the disease. The abnormal gene
can be inherited from either parent
or can be a result of a new mutation
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having the disorder, and the second is
whether testing for DM in pregnancy
can be offered and with what degree
of accuracy. Genetic counselling
provides information about possible
diagnostic tests.

(gene change) in the affected
individual. The risk of passing on the
abnormal gene from an affected
parent to offspring is 50%.
One distinctive genetic mechanism
in DM1, is a process called ‘anticipation’.
The number of repeats of the CTG
trinucleotide increases with each
affected generation, particularly when
passed on by the mother thereby
causing the condition to be more
severe and occur at an earlier age in
the next generation.
It is currently unknown how
the gene changes affect multiple
biological systems, however it
appears that the problem lies in
RNA, which is a copied version of
DNA for processing genes into
proteins. When the expanded
sequence in the DNA is copied,
there is an over-accumulation of
RNA which traps the information
inside the centre of the cell. This
blocks several other types of RNA and
disrupts the protein-manufacturing
process for the genes which control
several bodily processes.

Diagnosis of
myotonic dystrophy
Diagnosis sometimes occurs as a
result of a member of the family
being diagnosed with myotonic
dystrophy and genetic testing being
subsequently offered to others at
risk in the family.
In other circumstances diagnosis
usually commences after key early
symptoms of DM are identified:
• ‘Grip Test’ - affected individuals
will not be able to open and close
their hand rapidly and will have
a characteristic grip
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Genetic services for families with
DM are available and a referral can be
made by the MDA.

Management of
myotonic dystrophy
Treatment focuses on the prevention
and management of symptoms
which vary according to severity.

Heart problems can
be monitored and
checked using an
electrocardiogram
(ECG), which
measures the beating
patterns of the heart.
• Blood Testing – elevated levels
of creatine phosphokinase (CPK)
are indicative of muscle problems
• Electromyography (EMG) –
observes the electrical activity of
muscles and its consistency with
activity typical of DM individuals
• DNA Testing – can identify the
presence of the expanded DMPK
gene in the individual with DM
Soon after a diagnosis of DM in the
family, it is essential that genetic
counselling is arranged, for one or
both of two issues. The first is the
probability of Mum, Dad or siblings

The use of hand or ankle supports,
foot orthotics, walking sticks or
wheelchairs, pain management,
diabetes mellitus management
(insulin therapy), removal of cataracts
if vision is impaired, and hormone
replacement therapy for males with
testicular atrophy. Sleep patterns
can be improved with medication
and breathing can be helped with a
portable ventilator. A speech language
therapist can help people to swallow
more safely as well as educate about
understanding the consistencies of
food and liquids so that they can be
swallowed more easily.
Importantly, heart problems can
be monitored and checked using
an electrocardiogram (ECG), which
measures the beating patterns of
the heart. Severe problems can
be corrected with the insertion of
a pacemaker.
It is also important to have an
annual measurement of serum
glucose concentrations, have an eye
test every 2 years and have a good
nutritional diet and enjoy exercise. R

Your condition

in review

A source of hope
Peter Tegg talks about life with myotonic dystrophy, staying active
and keeping an eye on overseas research into his condition.
I was diagnosed with Myotonic
Dystrophy Type1 (DM 1) in 1994.
There was a history of the condition
in my father’s family. However, as he
died at a relatively young age there
was no indication that he had the
condition. I only investigated the
possibility that I might have myotonic
dystrophy after my younger sister had
visited the geneticist at Wellington
Hospital to see if she was affected
before starting a family. Upon
examination by the geneticist she
believed I had the condition. This was
confirmed by molecular analysis. That
test only showed the presence of the
genetic mutation. In 2014 I requested
another test to determine the range
of CTG repeats for the Neuromuscular
Disease Registry. Neither my sister nor
younger brother has the condition.
After the initial diagnosis I had
number of appointments with a
neurologist, respiratory physician,
cardiologist and endocrinologist
to check for any of the specific
conditions that can arise for someone
with myotonic dystrophy.
With DM 1 there is higher likelihood
of diabetes as well as cataracts. In
1998 at the age of 49 I had cataract
surgery on both eyes.
From the point of initial diagnosis
my condition remained stable for a
number of years.
This means the impact on my life has
to date been relatively minimal. I work
full-time and in the summer months

(September to May) I play lawn bowls
for the Island Bay Bowling Club in
Wellington. I am also a bowls umpire.
In 2012 I had the opportunity to
attend an Activate course at Outward
Bound in Anakiwa. This is an eight
day course specifically catering for
people with a physical disability. This
was particularly challenging but also
extremely fun and rewarding. I would
strongly encourage others to attend
one of these courses if you can.
More recently I have noticed
increased weakness in my hands and
feet. I have difficulty opening screw
top bottles and jars so I have aids to
assist with this. I can no longer walk
on my toes and I have an increased
tendency toward tripping. I tend to
focus a lot more when walking now.
As I get older the importance of
a care plan for my condition has
become a major focus.
A couple of years ago I was
diagnosed with obstructive sleep
apnoea. Excessive daytime sleepiness
and fatigue are common complaints
for people with Myotonic Dystrophy
and the sleep apnoea exacerbated
this. I now sleep with a CPAP machine
and that means I do not get as tired
as I used to.
I see my neurologist every two years
and have yearly ECGs.
One of the benefits of living in
Wellington is that there is a tertiary level
hospital and access to specialist care.
I am aware there is currently no

Peter next to the Webb Ellis Trophy

cure from my condition. However, the
likelihood that a drug being developed
in the US that may halt or slow the
progression of the disease could be
available in a few years if clinical trials
are successful is a source of hope.
I have found the support and
information supplied by MDA New
Zealand helpful with my condition,
particularly the support I have
received from Dympna Mulroy the
Wellington fieldworker.
I am currently chairperson of the
Wellington Branch and the Branch
representative on the National
Council. The opportunity to work
with the other members of Council
and the CEO to chart the direction
of the organisation and ensure it is
meeting the needs of its members
has been very rewarding.
When I am not working or playing
bowls I enjoy watching other sports
particularly rugby and test cricket.
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renew their lease, and their dwelling
(which in most cases has been good
enough to keep them alive) becomes
available. Beware the stampede!
Mind your shoes, and any hint of
obfuscation on the part of the agent
(if it is one to buy).

Wheeling up
the housing
staircase
JOE BOON
Looking for suitable
accommodation in Wellington
is like trying to move a building
by blowing air at it. At some
point you realise it is futile, but
since you cannot give up you
keep going until you lose your
lunch from exhaustion.
It’s a bit like finding a job. There is the
constant, awful encouragement by
friends who have already found jobs,
and who say they are sure the job for
you is just around the next corner. So
too with housing. There are houses
and apartments around, I have seen
them, the city consists of them. Every
so often the occupants of a dwelling
decide to move on and sell up, or not

28 | InTouch magazine Spring 2016

“If you look at the north side of
the house you can get a sense of
the afternoon sun this property
is fortunate to get”, says one wily
realtor. What they likely mean is the
south side of the house is forever
locked in a constant twilight, the
fresh paint barely hiding the black
mould that will choke you in your
sleep. No LIM report, no current GV,
beware! Bad stock gets sold to buyers
trapped in a bidding frenzy that
means houses sell within three weeks
of going on the market. The sellers
are at times fleecing buyers simply
because they can.
Any Auckland readers must
be thinking that I have a lucky
perspective, given that the
Wellington housing market is at
least still a market, and Auckland is
a catalogue for the rich. I absolutely
agree. But my demands are not
insane, they are just that I want to
live within range of my workplace
in central Wellington. I have a car
so I need a park. I use a wheelchair
so I need no stairs, and a separate
shower. At the time of writing I can’t
find this for an affordable price. But
I can’t change the market with my
complaints. I only have sovereign
power (if not executive power)
over myself.
I may need to give up on the idea
of living in central Wellington and set
my gaze on the satellite suburbs and
the daily commute that will entail.

Perhaps that needs to happen for
others too. Wait - that would mean
the demand for central Wellington
housing would decrease, allowing
the market to settle! My goodness
me, we’ve solved it.

Postscript: Since writing this column,
Joe has found an accessible unit in
Johnsonville owned by Accessible
Properties NZ so this story has a
happy ending. He recommends those
seeking accessible accommodation
contact the Ministry of Social
Development to see what providers
are in their area.

Joe Boon lives and works in
Wellington. “Having a progressive
neurological condition yields a
constantly changing series of
challenges, keeping my family; my
brother and sister who also have FA,
and my friends thinking creatively.
There is no box, and thus no option
to think in one. My chief passion is
in the creative arts, in storytelling,
and in producing and enjoying
artistic expression.”

GUEST

speakers

Our youth
representative
OLIVIA SHIVAS
One of my oldest childhood
memories is going to a
Muscular Dystrophy Christmas
party when I was four. It was
a family day out in Hamilton
and I vividly remember riding
a miniature horse.
What I also got out of the day,
along with all the fun, was a present
from Santa which was a VHS of
Annie the musical - yes remember
videotapes? I must’ve watched that
videotape hundreds of times and
it is still my favourite musical now
because it’s so fun and cheeky!
My family and I have had a long
history with the Muscular Dystrophy
Association in New Zealand. My
grandfather started the Canterbury
branch in the South Island and I now
have the privilege of representing the
MDA’s youth on the MDA National
Council. My grandfather has now
passed away, but I’m really proud to
be carrying on his legacy through
this role.
I’m excited about being the
Rangatahi Representative because
I love networking with other youth.
We’ve already had one great event
since I’ve been in this role. Myself and
a couple of other young people living
with a neuromuscular condition
shared stories about some of the
adventures we’ve had. I shared about

my travels to Europe last year. I spent
one semester of my post-graduate
Honours studying at the University of
Helsinki in Finland. I was living in an
apartment by myself in the city and
doing a course in foreign reporting.
I also got to do some travelling.
Travelling was something I was a
bit nervous about because I use a
wheelchair to get around, and I wasn’t
sure what to expect. But I planned
well and had some amazing friends
who helped me every now and then.
A couple of highlights were going to
the Christmas markets in Stockholm,
Sweden. My favourite time of the
year is Christmas and experiencing
authentic Scandinavian markets was
very special. I also spent a couple of
days in Russia. I visited the incredibly
detailed Church of Our Saviour on
Spilled Blood in Saint Petersburg.
It has over 7500 square metres of
detailed mosaic. Being somewhere
like that church, which was built
in the 1880s, feels really spiritual
because there is so much history
and so many stories to tell through it.
While in Finland I also spent a
few days in the northern region of
Lapland, which borders along the
Arctic Circle. I left a -2°C Helsinki on
an overnight train and woke up in a
-18°C Lapland and a lot of snow! Up
until this little trip I had been really
independent, but living in a town
with footpaths covered in snow threw
my independence out the window!
But my incredible friend pushed me
in the snow for those few days and
we had a fabulous time. We went to
the Santa Claus Village (you should
Google it!) and had a snowball fight!
Although I really enjoyed these few
days in Lapland, it made me really

appreciate my independence which
I took for granted in Helsinki. Living a
fully independent and enjoyable life
is how I would define freedom.
So let this be an encouragement to
you that travelling in a wheelchair is
possible - I’m already thinking about
my next trip! But for now, I’m looking
forward to more MDA youth events
in the future. In the meantime if you
want to get in touch, please feel free
to email me at olivia.shivas@gmail.com
and we can catch up.

Olivia is the new Rangatahi
representative on National Council.
She lives with central core disease
and has a passion for seeing young
people reach their full potential.
Olivia has a Bachelor of
Communication Studies and works
at Attitude Pictures, a TV production
company that promotes the stories
of people with disabilities.
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services and have the right to expect
standards of care. You also have the
right to complain if these are not
being met. Your rights are outlined
by a Patient Code of Rights. These
rights are upheld by the Health and
Disability Commission (HDC) and are
summarised below:
• Right 1: the right to be treated
with respect
• Right 2: the right to freedom
from discrimination, coercion,
harassment, and exploitation

Knowing and
understanding
your rights
DR HUHANA HICKEY
Q: I need some help
understanding my rights as
a consumer with disabilities
when accessing disability
supports. I don’t think I am
getting the help I need,
what can I do about it?

It’s a very good idea to know your
rights when you want to access
disability supports. In New Zealand
we have two different systems which
provide access to disability support
services. ACC for those who have
had accidents and MOH or Ministry
of Health for disabilities support
under the age of 65. If you are over
the age of 65 your funding comes
under the DHB.
When you access services, it
means you are a client of those
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• Right 3: the right to dignity and
independence
• Right 4: the right to services of
an appropriate standard
• Right 5: the right to effective
communication
• Right 6: the right to be fully
informed
• Right 7: the right to make
an informed choice and give
informed consent

If you are not happy
with the services you are
receiving, there are a number
of things you can do. Ask
your service provider for
information about their
complaints process.

Contact the HDC for advice. The
HDC have some good resources
on line at www.hdc.org.nz and
can be contacted for advice on
0800 11 22 33. They can also provide
a free Patient Advocate to support
you in making complaint. Your MDA
Fieldworker may also be able to
assist. Other information or
support can be found at your local
Community Law Centre or your
Citizen’s Advice Bureau.

• Right 8: the right to support
• Right 9: rights in respect of
teaching or research
• Right 10: the right to complain
By knowing your rights you will
feel more able to speak up when you
need to. It also helps you to know
what standards to expect from health
and disability providers. They are
required to explain things properly
to you and give you a good service.
If you are going through a process
of making a complaint or raising an
issue, you can have a support person
with you at any time.
If you are not happy with the
services you are receiving, there are
a number of things you can do. Ask
your service provider for information
about their complaints process.

Dr Huhana Hickey MNZM has a
background in human rights and
disability law, she is currently a post
doctoral research fellow at AUT where
she is studying the health and disability
needs of whānau hauā. She remains
committed to ensuring all persons with
disabilities and their whānau know of
and have access to their rights.
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Finding real
hope for
ataxia patients
DR. RICHARD ROXBURGH
Reporting back from a
European conference.

Last month I was privileged to
attend the SPATAX meeting in
Paris. This is a meeting of European
neurologists who are interested
in the two conditions: ataxia and
hereditary spastic paraparesis.
Quite a specialised meeting as you
may gather. It was a privilege to be
given the opportunity to present
our experience with the ataxia/
neuropathy/vestibular failure
condition CANVAS – not something
that our European colleagues
frequently recognise.
The main reason for going was
to obtain access to the European
databases for patients with ataxia
on the New Zealand neuromuscular
disease registry. It turns out that
there are four registries – one for
Friedreich’s ataxia, one for the
recognised Spinocerebellar ataxias
especially SCA-3 (Machado-Joseph
disease), one for other late onset
ataxia and one for early onset
ataxia. We have had a really positive
response from these registries and
are now going to be able to share
(anonymised) data and this will lead
eventually to clinical trials.
Clinical trials are indeed beginning,
though they’re on a small exploratory

scale still. However I’m confident that
these will come as we learn more
about the mechanisms of disease.
What really struck me was the
amazing progress that has been
made in our understanding of
hereditary spastic paraparesis. When
I was at University I remember seeing
all the pictures of various internal
structures in cells which had names
like rough endoplasmic reticulum
and Golgi bodies but at that time we
really had very little knowledge of
what their different functions were.
It turns out that the different genes
which when they are altered give

What really struck me
was the amazing progress
that has been made in
our understanding
of hereditary spastic
paraparesis.

rise to hereditary spastic paraparesis
are involved in these “organelles” and
by working out what goes wrong
at an internal cellular level in these
conditions scientists have been able
to work out their normal function.
While the most important aspect of
this is that it will help us understand
how to correct the deficit, but already
the scientific geek in me is already
amazed by the knowledge that
has been gained. This is particularly
because the underlying mechanisms
which I’ve always thought would be
chemical are actually much more
akin to tiny machines which work
like levers or ropes on a microscopic

Photo sourced from www.artofthecell.com
Illustration by John Liebler

scale. For example, one such machine
is a the kinesin protein which has
two legs that walk along protein
ropes called microtubules which
run the length of the cells, with its
payload attached to its back. It’s all
so fascinating! Try looking it up on
Wikipedia to see a video.
For me this was definitely the most
useful conference I’ve been to for
years and gave me real hope both
for the immediate interactions with
other international researchers that
New Zealand ataxia patients can
have, and for the future development
of knowledge and clinical treatments.

Dr. Richard Roxburgh FRACP PhD
is a Consultant Neurologist
at Auckland Hospital.
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About us
Our mission is to provide New Zealanders living with neuromuscular
conditions personal support and information and to advocate, influence
and promote equality of opportunity.

The Muscular Dystrophy Association of New Zealand
believes all people with a neuromuscular condition
should have the freedom to live a life full of opportunity
and reach their potential. We are a trusted source of
information on neuromuscular conditions and achieve
our mission through providing the following services:
• Nationwide Fieldworker support service – free to all
members with a condition, or their family member
• Workshops and counselling for members with a
condition and/or family members
• Facilitating opportunities for people with
neuromuscular conditions to participate in research
and clinical trials for new treatments
• Free loan of disability related equipment such as
cough assist machines

• Campaigning to raise awareness of neuromuscular
conditions and the challenges our members face
• Education sessions for health professionals and schools
about neuromuscular conditions
• Quarterly publication of InTouch magazine – free to all
members, health professionals and donors
• Free information and advice, through our website and
in paper booklet form
The MDA is a registered charity and relies almost entirely
on voluntary donations from the general public, trusts
and other businesses/organisations to provide specialist
information and practical support to people living with
neuromuscular conditions.
Find out more at www.mda.org.nz

• Advocacy on behalf of members at a community
or national level

Our Team

Ronelle Baker
Chief Executive
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Miriam Rodrigues
Programme and
Service Advisor

Brian Hadley
Accountant and
Business Manager

Chris Light
Membership and
Marketing Assistant

Amanda Lam
Accounts Assistant

Northern Branch

Canterbury Branch

Fieldworkers: Kristine Newsome and Darian Smith
Ofﬁce Manager: Denise Ganley
Ph: 09 415 5682 or 0800 636 787
Email: support@mdn.org.nz

Fieldworkers: Paul Graham and Marty Price
Ofﬁce Manager: Eris Le Compte
Ph: 03 377 8010 or 0800 463 222
Email: mdacanty@xtra.co.nz

Wellington Branch

Council Representatives
If you want issues brought to National
Council meetings, talk to your branch
representative. They have the responsibility
to raise your issues at National Council
meetings and to make sure you are heard.
Your branch representatives and their
contact details are as follows:

Northern Branch
Trevor Jenkin
Email: Trevor.jenkin@gmail.com

Southern Branch

Wellington Branch
Peter Tegg. Ph: 0272462145
Email: Peter.Tegg@wcc.govt.nz

Southern Branch
Fieldworkers: Dympna Mulroy and Penny Piper
Ofﬁce Manager: Rachael Carpenter
Ph: 04 5896626 or 0800 886626
Email: office.mdawgtn@xtra.co.nz

Acting Chairperson: Raewyn Hodgson
Ph: 03 486 2066
Email: raewyn.hodgson@xtra.co.nz

Raewyn Hodgson. Ph: 03 486 2066
Email: raewyn.hodgson@xtra.co.nz

Canterbury Branch
Warren Hall. Ph: 03 329 4390
Email: warrnjh@xtra.co.nz

Conditions covered by MDA
Muscular Dystrophies:

Diseases of the
Peripheral Nerve:

Hyperthyroid Myopathy

Type 4 Adult Spinal
Muscular Atrophy

Charcot-Marie-Tooth Disease
(CMT) (Hereditary Motor and
Sensory Neuropathy) - all types

Myofibrillar myopathy

Hereditary Spastic
Paraplegias (HSP)

Dejerine-Sottas Disease
(CMT Type 3)

Myotubular Myopathy

- all types:

Hereditary Sensory Neuropathy

Facioscapulohumeral
Muscular Dystrophy

Also called Familial Spastic
Paraparesis

Limb-Girdle Muscular Dystrophy

Inflammatory
Myopathies:

Leucodystrophies

Dermatomyositis

- all types.

Inclusion Body Myositis

Becker Muscular Dystrophy
Congenital Muscular Dystrophies
and Congenital Myopathies
Distal Muscular Dystrophy
Duchenne Muscular Dystrophy
Emery-Dreifuss Muscular
Dystrophy

Manifesting carrier of
Muscular Dystrophy
Myotonic Dystrophy
Oculopharyngeal
Muscular Dystrophy

Diseases of the
Motor Neurons:
Spinal Bulbar Muscular
Atrophy (Kennedy’s Disease
and X-Linked SBMA)
Spinal Muscular Atrophy - all
types including Type 1 Infantile
Progressive Spinal Muscular
Atrophy (also known as Werdnig
Hoffman Disease)
Type 2 Intermediate
Spinal Muscular Atrophy

Type 3 Juvenile Spinal
Muscular Atrophy (Kugelberg
Welander Disease)

Polymyositis
Metabolic Diseases
of muscle - all types including: Diseases of the
Acid Maltase Deficiency (also
Neuromuscular
known as Pompe’s Disease)
Junction:
Debrancher Enzyme Deficiency
(also known as Cori’s or
Forbes’ Disease)
Mitochondrial Myopathy
(including MELAS, MERRF,
NARP and MIDD)
Phosphofructokinase Deficiency
(also known as Tarui’s Disease)
Phosphorylase Deficiency (also
known as McArdle’s Disease)

Congenital Myasthenic
Syndrome
Lambert-Eaton Syndrome
Myasthenia Gravis

Hypothyroid Myopathy
Myotonia Congenita (Two forms:
Thomsen’s and Becker’s Disease)
Nemaline Myopathy
Paramyotonia Congenita
Periodic Paralysis

Inherited Ataxias:
CANVAS
Friedreich Ataxia (FA)
Spinocerebellar Ataxia (SCA)

Neurocutaneous
Syndromes - conditions
affecting the brain and the skin:
Central Cavernous
Hemangioma
Neurofibromatosis Type 1
Neurofibromatosis Type 2

Myopathies - all types:

Schwannamatosis

Andersen-Tawil syndrome

Tuberous Sclerosis

Central Core Disease

Von Hippel Lindau Syndrome

GNE Myopathy
Should you have a query regarding a condition not listed please
contact us on 0800 800 337 or email info@mda.org.nz

TA Powerchairs 100% Safer*

You may not be aware but not all powerchairs are created equal when it comes to your safety.

*

Most powerchairs available in New Zealand are not safety crash tested. That is they are not certified and
proven for you to remain safely seated in your powerchair when being transported in a vehicle.
You may not be as safe as an able bodied person in a standard vehicle seat.
If you had a choice when buying a new car would you accept a vehicle without a 5 Star ANCAP rating ?
We don’t think that this is acceptable. All TA Powerchairs are crash tested for your safety and confidence.
The ISO standard 7176-19:2008 measures a powerchair with an occupant seated in their chair within a
vehicle in a simulated 50kph impact using a hybrid dummy of 77kg. With an average powerchair this equals a
stationary mass of 220kg, at impact this increases to 3500kg. The dummy and all powerchair components are
then measured for movement, stress and damage.
It is a pass or fail when it comes to your safety. No different to simulated crash tests for an occupant in a car
or van. To view crash test videos for TA powerchairs scan the QR code below or visit our website.
It is that simple, ISO crash test compliance for powerchairs is now the norm in European markets.
To be confident you are the safest you can be, there is only one question you need to ask:

Has your powerchair been tested and approved to ISO 7176-19:2008 ?

You do have a choice - TA the New Standard
Scan the QR codes for videos

Sit lower under
tables and desks.

Crash Test
FAIL

Crash Test
PASS - TA

0800 238-523

www.mortonperry.co.nz

Softer ride
TA iQ

Faster and further
12.5kph/40km.

