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A Note from thg Editor
What is it like when wellinformed parents of sons living with Duchenne
muscular dystrophy encounter Canada's heatth care system?
The interactions can differ as night differs from day.

Some crucial aspects of medical care for Duchenne muscular dystrophy are new. They demand high levels of technical skill and clinical

bwareness. Not everyone working in the hearth care field is fully
informed, at ,east not yet, on the more recent advances in thrs difficuft

byJanetsomervi,,e

about it than most members of a general hospita, staff. Then they
come for an intervention. tf the staff can ,isten respectfully to these
self-taug,ht, g,rittily experienced experts - and if there is a fully up-to.
date medical speciarist somewhere in the picture-then the difference
rn awareness can be peacefully overcome. Everyone rearns, But sometimes, weary or rushed or misinformed health care workers won't listen, and an authoritative medical speciarist is not on the scene. Ihat's
a recipe for terrible tension.

and specialized field.

ln the afticles beginning on this page, two parents rcport on dramatically different recent experiences with their own sons as the young

Sometimes, parents of young, people with neurornuscu,ar disorders,
and/or the Wung, people themserves, have rcad and consulted for
]€ars on the specifics ot thet disorder. They end up knowing more

men sought treatment for the serious resplratory difficulty that can be
part of Duchenne muscular
i,

dystrophy.

and his parenfis
How Stevell
began to brgathe again byDonardaJones

-

-

4, 2005, when he was 20 years old, my son Steven
- betterthan he had been breathingforyears
help
of
a tracheostomy and a ventilator. Steven had
with
the
himself made the decision to be ventilated, and had been carefully prepared, so that he knew what he was doing.

cally on respiratory issues and ventilation, one that brought
together specialists in the field and young men living with ventilators, as well as a range of other experts. I thought that my husband Dale and I were as well prepared as our son for this new
stage in Steven's life.

Steven had been diagnosed with Duchenne muscular dystrophy
when he was five years old. At first it was not expected that he
would live long enough for ventilation to become an issue. But

What we were not prepared for, however, was the startling rack
of awareness of ventilation issues that we found in the medical
community, beginning the day after Steven's surgery.

On January

began to breathe

Steven lived, and in time the questions around breathing moved
to front and centre. So it became our job as parents to give
Steven all the information he would need to help him make his
own choices about ventilation and his body. For a couple of
years we read, talked, and educated ourselves on the issue of
ventilation. I traveled to Toronto to attend a conference specifi-

Some of the things I need to say may make you uncomfortable,
or you might just plain not want to hear them. Believe me, I have
been there. But shared awareness really helps. Let me tell you
how the story

unfolded

continued on page g
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Breathing Again
continued from page 7
Steven went into a wheelchair at age nine. During his childhood

and early teens, there was no sleep clinic for children in our
province. We had to go out of province for help. During those
years it was recommended that Steven use a bi-pap machine,
which is considered to be a non-invasive form of ventilation.
Steven tried it for a year. He knew it was the last line of defense
prior to ventilation, and he knew all the reasons he should stick
with it. But he could not ever get comfortable using bi-pap.
When Steven turned 18, he could access an adult
sleep clinic and a doctor who specializes in respiratory disease. We began to understand and pay attention to signs of respiratory failure. Steven had
headaches, leg cramps, memory loss, weight loss,
and nightmares; we learned how they were connected with the
inadequacy of his breathing. The doctor monitored his blood
gases and oxygen levels.
By the time Steven turned 19, he could no longer cough out
mucus plugs. Trips to emergency to clear his airway entered the

picture. My husband and I made the agonizing decision for
Steven to move to a care facility - something I had said I would
never agree to. lt was the hardest decision we ever made, but
we knew the time was now for us to Elet back to being Steven's
parents rather than his caregivers, mired in survival mode.
Steven moved into a facility in our own city on October 23,

2004.
We soon learned that most staff in the institution were not up
to speed on respiratory issues for people with neuromuscular
disorders. When Steven's oxygen levels would drop at night
(causing his buzzer to go off), they would rush to give him oxy-

even when Steven protested. He knew that people with
neuromuscular disorders should not be given long-term oxygen

gen

-
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unless they have a way of getting rid of it, such as ventilation.
The more oxygen you give, the more carbon dioxide builds up,
therefore the more harm.
Dale and I decided that a conference with Steven's respiratory
specialist and the rest of the long-term care team was needed.
It was swiftly decided that no more oxygen should be given. The
time had come for Steven to have a tracheostomy and look at
some hours of ventilation. Steven agreed, and was promptly
referred to an eye, ear and throat surgeon.
The doctors' hope was that a tracheostomy would shorten the

breathing passage enough that Steven might not have to be
ventilated. lf that did not work out, the second hope was that
the ventilator would be needed only at night. The third option
was that Steven would stay on the ventilator 24/7. The surgeon
made sure that Steven understood this range of outcomes and
that he did not feel pressured.
The surgery on January 4 went well. After it was done, Steven
was moved into the Surgical lntensive Care Unit (SICU).
It was then that we really ran into trouble.
We had not realized that SICU was "a closed unit", or that our

respiratory specialist would not be able to visit and follow
.Steven until he was out of SICU. Nor had our doctor briefed the
SICU staff before Stephen's arrival following his surgery. They
thought that Steven was like any other post-surgery patient, and
their one and only goal was to wean him from the ventilator.
Every time they tried to do that, up went Steven's carbon dioxide levels. We argued and told them of the danger, but they neither listened nor believed us. lnstead, they began to treat us as
"bad parents" who would "spoil" Steven by leaving him on a
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ventilator instead of urging him to try harder to breathe on his
own. They stopped talking to us about the daily details of
Steven's care. A kind of ice wall went up around the staff.

to be terrified. With his tracheotomy so new, he still could not speak. He became fearful
that if we left him alone, the staff would take away the ventilator, which was allowing him to get a good breath at last, after
years of painfully impaired breathing.

.As for Steven, he was beginning

direct care. The road to recovery was allowed to start.
Steven was in the hospital for 105 days. There were other battles, but we fought them smarter. I began to phone Judy Spink
of Muscular Dystrophy/Atlantic Canada, whenever there was a
major problem. From thousands of miles away, she held our
hands and gave good advice. Often the medical team did not
know how to account for the muscular dystrophy factor in
Steven's healing and in the time frame for his recovery. Judy's

experience allowed her
And one night Steven's fear came true. The medical team took
it upon themselves to wean him from the machine during the
night, when he was all alone - and to do it not just for a short
time, but for twelve hours. By the time we got back to the hospital in the morning, Steven was dying. I could not believe the
staff could be so cruel. lt was brutally clear that they did not
understand the processes of neuromuscular disease.
Ten days after surgery Steven stated that he wanted to remain
on the ventilalor 24/7. We supported him in that decision, and
we made that clear to the staff. lt was a stand-off: They thought
we were ignorant and emotional, we thought they were dead
wrong.
Then SICU called for a meeting of the medical team
to try to
convince us, we suspected, that Steven's decision to stay venti-

-

to factor everything

in.

Together, we made it through.
Now it is more than a year later, and Steven is pink,
healthy, able to sleep, and (best of all) happy. Our
lives have changed, but we are all grateful for the option of ventilation - an option we had once thought we could never accept.

lf you are considering this option with someone in your own
family, know that you should go into this journey prepared and
supported. Some of the facts on this difficult road are very new
to the medical profession, and not everyone has had time to
assimilate them. You need a persistent specialist. You need
contact with other families. You need a support team of people
who can stay close to your patient during the long stint in hospital. This support is needed for the parents as well as for other
children in the family. You need a plan - a"path", like the one

laled 24/7 was a mistake. But on the Monday of the week of
that meeting, a different internist (because of a routine rota-

we were helped to create almost two years prior to Steven's surgery. You need contact people who can help ordinary hospital

tion) took over in the unit. This medical specialist was present
at the meeting, and her first words were: "l see no reason why
this young man should come off the ventilator."

staff access up-to-date awareness of the unique factors at work

Her knowledge made all the difference. That afternoon Steven
was transferred to the ventilator ward, where there were three
other ventilator patients and our doctor could freely visit and

in any patient with neuromuscular disorders.
The support I received makes me eager to support others on
this path. lf I can be a resource to anyone, you can always reach
me through Muscular Dystrophy Canada or by e-mail at;
it
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