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"True Health

True health is the power to live, the power to suffer and the power to die.
True health has nothing to do with my physical condition, it is the power of
my mind to cope with the varying conditions inside my body.

Jurgen Moltmann
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REPORT ON PARENT PROJECT CONFERENCE
HELD 25 - 28 JUNE 2003 IN ATLANTA

By Win van der Berg and Maxine
Strydom

It was indeed a great privilege
for Maxine and me to attend this
conference and we are indebted
to the MDF for facilitating our
attendance. It was so important for
us to be able to once again meet
up with leading members of the
Parent Project team and to hear
what advancements in treatment
and care of our DMD and Becker
children were being promoted by
leading researchers in first world
countries.

The main aim of the Parent Project
Muscular Dystrophy is to find a cure
for DMD and Becker dystrophies,
but whilst awaiting a cure Parent
Project takes cognizance of the
best approach to follow in care
management of dystrophy boys.
Keeping boys walking as long
as possible gives them the best
chance to live as long and full a life
as possible, and hopefully they will
have a chance to be part of the cure
in the future.

Atthis point, as we have heard before
from Maxine Strydom here in South
Africa, putting your child on steroids
is the best option by far, provided
your medical doctor evaluates
your child regularly for side-effects.
The main side-effects are severely
stunted growth, with some children
gaining too much weight. Kidneys,
heart and lungs must be monitored
regularly. Some children may NOT
be suitable candidates for steroids
at all.

The leading force in the use of
steroids for children is Prof Doug
Bigger MD from Canada, who has
a group of children he has had on

steroids for the past 10 years. A
wide range of different dosages and
time frames have been used in the
past, but at this year’s conference
he consensus of opinion endorsed
by Prof Kate Bushby, a researcher
from the UK, as well as by Doug
Bigger was that a lower dosage of
steroids given daily was the most
effective treatment with the child
being very closely monitored.

Putting your child on steroids full-
time would seem to be giving
your child the very best chance of
maintaining the ability to walk, and
preserve heart and lung function
for considerably longer. It also
enhances their quality of life by
being far more independent for
longer. The negative side effect of
this is that growth will be stunted,
but at present in some cases growth
hormone is being looked at to
counteract this side-effect. The use
of steroids is also been considered
for non-ambulant boys with DMD.
More information is available on
request via the various branches.

Parents need to take a serious look
at the progress that is achieved
with full-on steroid treatment, be
knowledgeable about the contra-
indications and evaluate whether
they should be requesting their
doctor/hospital care groups for
a more aggressive approach to
DMD or BMD. It was also clear
this year that there is a far more
aggressive approach to the care
and management of boys with DMD
and Becker muscular dystrophy.

We have managed to bring back
an accident and emergency pack
to aid in the correct care and
management of DMD and Becker.
In this magazine, you will find the

document available to read, and if
you would like a copy emailed or
sent to you please contact your local
branch for a copy.

For more
contact Maxine
Win (0845571423)
Or visit our website www.
parentproject.org Please feel free
to contact us at anytime for more
information. Our reference are from
PPMD

information  please:
(0832906695) or

Kind regards
Win van der Berg & Maxine Strydom

Caregivers support meeting:

We always just assume that a
caregiver should know everything,
they have never been trained in
nursing or as caregivers, but yet
because it is a loved one they just
handle it.

All aspects of the day to day caring
is provided at these workshops.
For example:

» How to lift a patient without
putting strain on yourself?

* How to handle coughing and
choking without going into a
panic?

» Personal Hygiene.

» Basic equipment to make
the patient as comfortable as
possible.

These workshops are presented by
Sheila Kendal in Cape Town.

For information or carer support
please contact:

072 326 4477 or 021 9871078
Email: Sheila@qi.co.za
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CLINICAL TRIALS AND
STUDIES

Myasthenia Gravis Studies

A variety of studies concerning
myasthenia gravis (MG), a disease
in which the immune system
mistakenly attacks specialized parts
of the junction between nerve and
muscle cells, were presented at the
61st annual meeting of the American
Academy of Neurology, held in
Seattle April 25-May 2, 2009.

Some studies examined alternatives
to long-term, high-dose prednisone.
Prednisone a corticosteroid drug
that suppresses parts of the immune
system, is often prescribed for this
type of MG, and is fairly effective at
helping people maintain strength.
However, it has many side effects,
such as weight gain, high blood
pressure, diabetes, bone loss and
psychological problems, if taken for
long periods of time at high doses.

Mycophenolate mofetil allowed
decreased prednisone dose
Michael Hehir at the University
of Virginia Health System in
Charlottesville, and colleagues,
found a drug called mycophenolate
mofetil (CellCept), when added
to prednisone or substituted for
prednisone, allowed people with
MG to reduce or eliminate their
prednisone intake during the second
and third years of their therapy. There
were 103 people in this study, all of
whom had the type of autoimmune
MG in which the acetylcholine
receptors are the target of the
immune system. These receptors
are on the muscle fibers and receive
signals from nerve fibers.

Those treated with mycophenolate
mofetil alone began to improve
between six months and a year
after starting the drug. In the
group taking mycophenolate
mofetii and  prednisone, the
prednisone dose decreased after
a year of mycophenolate mofetil.
More than two years after starting
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mycophenolate mofetil, 53 percent
of participants were off prednisone
entirely, and 74.5 percent were
taking less than 7.5 milligrams per
day (a low dose).

Methotrexate allowed reduction
of prednisone dosage

Fasai Raja at the University of
Kansas City, Kan, and colleagues,
found that eight people with MG
tolerated an immunosuppressant
medication called methotrexate
(Rhematrex, Trexall), and four were
able to reduce their prednisone
dosage after an average of 8.7
weeks after starting methotrexate.

No one experienced any
methotrexate-related adverse
events, but no one had an
improvement in their functional
scores.

In seven people, the acetylcholine
receptor was the autoimmune
target. In one, it was a protein called
muscle-specific receptor tyrosine
kinase, or MUSK, which is needed
at the junction of nerve and muscle
fibers.

In ocular MG, prednisone
reduced symptoms spread
Another study, conducted by Mark
Kupersmith at Roosevelt Hospital
and the New York Eye and Ear
Infirmary in New York, found
prednisone appeared to preventor at
least delay the onset of generalized
(all over the body) MG in people
who only had ocular (eye-muscle)
MG. It also controlled double vision
resulting from ocular MG.

Eighty-seven people with ocular
MG participated in this study, of
whom 55 received prednisone and
32 did not.

Participants were followed for more
than four years or until generalized
MG developed. Generalized MG
developed in seven (13 percent) of
the 55 who took prednisone and in
16 (50 percent) of the 32 who did
not. It typically appeared within a
year in those not taking prednisone.

Double vision associated with

ocular MG was present at the
end of the study in 15 participants
(27 percent) of the 55 who took
prednisone and in 18 (57 percent) of
the 32 who did not.

www.mda.org/
QuestMagazineOnline

Chiropractic Association of SA
The World Congress of Chiropractic
Students (WCCS), UJ chapter has
been working with the Muscular
Dystrophy Foundation of South
Africa (Gauteng branch) for a few
years now.

In this time we have been in
the privileged position of raising
awareness in Chiropractic circles
about the disease and in the process
raisingsomefundsforthe Foundation
through the selling of ice packs
to our patients. As chiropractors
and chiropractic students, we deal
primarily with the neuro-musculo-
skeletal system, and although
we know we can’t cure muscle
dystrophy, we take pride in treating
these patients symptomatically and
increasing their quality of life while
other scientists work on curing the
disease for good!

The University of Johannesburg
has a chiropractic clinic situated on
the Doornfontein campus; the fees
charged at the clinic are cheaper
than in the private sector. The clinic
is where chiropractic students and
future doctors of chiropractic serve
the public and fulfil the clinical
element of their course.

To find a registered chiropractor near
you, please contact the Chiropractic
Association of South Africa (CASA)
on 058 303 4571.

Contact Barend Oosthuizen (Head
of WCCS UJ chapter) 082 390 6641
or Jacques Bezuidenhout (deputy
head of WCCS UJ chapter) 082 940
6672.



FACIOSCAPULOHUMERAL MUSCULAR
DYSTROPHY (FSHD)

Symptoms and prevalence

Because of the extreme variability
of the disease, an authoritative
and scientifically confirmed set of
symptoms does not yet exist. The
prevalence is widely quoted to be
1/20,000 but the exact prevalence is
not known. A November 2008 report
from Orpha.net, an organization
backed by the Institute National de la
Santé et de la Recherche Médicale
(INSERM), lists a prevalence of
7/100,000, which would make FSHD
the most prevalent form of Muscular
Dystrophy (Duchenne and Becker
are listed at 5/100,000).

Symptoms

 Facial muscle weakness (eyelid
drooping, inability to whistle,
decreased facial expression,
depressed or angry facial
expression, difficulty pronouncing
the letters M, B, and P)

» Shoulder weakness (difficulty
working with the arms raised,
sloping shoulder)

* Hearing loss

* Abnormal heart rhythm

* Unequal weakening of the biceps,
triceps, deltoids, and lower arm
muscles

* Loss of strength in stomach
muscles and eventual
progression to the legs

» Foot drop

Treatment and research

* No Food and Drug Administration
approved therapies exist
specifically for FSHD.

» Occupational therapy can
sometimes be used to help cope
with new devices to make things
easier.

Testing

Sincethe early 2000s genetictesting
that measures the size of the D474
deletions on 4935 has become the
preferred mechanism for confirming
the presence of FSHD. As of 2007,
this test is considered highly
accurate but is still performed by a
limited set of labs in the US, such as
Athena diagnostics under test code
405. However, because the test is
expensive, patients and doctors
may still rely on one or more of the
following tests, all of which are far
less accurate and specific than the
genetic test:

* Creatine kinase (CK) level: This
test measures the creatine kinase
enzyme in the blood. Elevated
levels of CK are related to muscle
atrophy.

* Electromyogram (EMG): This test
measures the electrical activity in
the muscle.

* Nerve conduction velocity (NCV):
This test measures the how fast
signals travel from one part of
a nerve to another. The nerve
signals are measured with surface
electrodes (similar to those used
for an electrocardiogram), and the
test is only slightly uncomfortable.

* Muscle biopsy: Through outpatient
surgery a small piece of muscle is
removed (usually from the arm or
leg) and evaluated with a variety
of biochemical tests. Researchers
are attempting to match results of
muscle biopsies with DNA tests to
better understand how variations
in the genome present themselves
in tissue anomalies.

Should you require any further
information on FSHD please contact
Mr  Francois Honiball, Support
Group leader on FSHD at telephone
number 012 664 3651.

PLURIPOTENT STEM CELLS
FOR FSHD RESEARCH

By Sara Winokur and Leslie F Lock
Departments of Biological
Chemistry and Developmental and
Cell Biology

Sue and Bill Gross Stem Cell
Research Center

University of California, Irvine, CA
92697

From: http://www.fsh-group.org/
philadelphia08.pdf
Facioscapulohumeral Muscular
Dystrophy [FSHD]

International Research Consortium
2008

We have established an in vitro
developmental model of FSHD
using pluripotent stem cells 1) to
compare the development of FSHD
and normal cells from the pluripotent
embryonic cell through differentiated
myotubes and 2) to test whether
appropriate manipulations of
expression of gene(s) suspected
to be responsible for FSHD
pathology can induce FSHD-related
abnormalities in normal cells and
rescue FSHD cells. The parameters
to be tested include alterations in cell
morphology, chromatin structure,
muscle-specific and FSHD-specific
gene expression. The model system
employs induced pluripotent stem
(iPS)cellsisolated from FSHD patient
and control dermal fibroblasts. iPS
cells were successfully generated
through ectopic expression of the
transcription factors OCT4, SOX2,
KLF4 and NANOG. iPS cells are
similar to embryonic stem (ES)
cells in that they self-renew and can
differentiate into cells of all three
germ layers. Unlike adult stem cells
that have restricted developmental
capacity, iPS cells allow us to study

MREREI
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FSHD cells during their entire
developmental history. Isolation of
iPS cellsis a critical stepinincreasing
our understanding of muscle and
nonmuscle contributions to FSHD
pathology. These iPS cells will be
used to determine the relationship
between FSHD pathology and
altered gene expression during
development and the role of
candidate genes in the FSHD
pathology. The results of this study
will fill important gaps in knowledge
about FSHD and will be provided to
those in the FSHD community for
collaborative research.

FSHD International  Research
Consortium Meeting. November 11,
2008. Philadelphia, Pennsylvania.

From: http://en.wikipedia.org/wiki/
Facioscapulohumeral_muscular_
dystrophy

Exercise, Physical Therapy
and FSHD

A physical therapist (PT) who is
experienced with FSHD patients can
be invaluable. Physical therapists
administer some exercises directly
(e.g., stretching) and teach patients
how to perform other exercises; for
the latter, the goal is to learn the
exercises so the patient eventually
can do them on their own or with the
help of family members or friends.
FSHD patients ask their doctors to
prescribe physical therapy: when
they feel their FSHD is progressing
more rapidly than usual; periodically
to monitor how they perform their
exercises; and to rehabilitate
specific conditions or injuries such
as strained or pulled muscles or
injuries from falls. Many find it
useful to go to a PT for a “tune up”
from time to time.

Many people with FSHD enjoy
swimming and find it beneficial.
Swimming has a low impact on the
joints and bones and a low risk of
injury. The buoyancy of the water
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provides resistance, which affords
the opportunity for gentle exercise
and also enables some people to do
things they are unable to do on land
- for example, someone who can'’t
stand or walk on land may be able
to stand and walk in water. It can
also be beneficial to do stretching
exercises in the water. Watsu, a
form of massage done in the water,
combines the benefits of ordinary
massage and being in the water.
Both massage and Watsu should be
done only by certified professionals.
www.Watsu.com.

For FSHD patients with reduced
mobility, being in the water can
provide freedom of movement and
a welcome feeling of exhilaration,
energy and relaxation. In recent
years there have been an increased
number of therapeutic swimming
pools with access and special
programs for disabled people; some
of these pools have extremely warm
water, which can be soothing for
people who can’t move quickly or
who are in pain.

For some people with FSHD who
can no longer walk, standing with
the aid of a standing frame can
be beneficial. A standing frame
is a piece of equipment that can
straighten and elevate a person into
a standing position, and support
him in that position. For some
people, standing in a standing
frame can help maintain range of
motion and reduce the possibility
of contractures, relieve pressure on
the posterior, increase circulation,
reduce stress, realign the internal
organs and provide weight bearing
to preserve bones.

As with all exercise, it's important
for FSHD patients to consult with
their doctors and physical therapists
before beginning a swimming
program and before using a standing
frame. The risk of overuse is ever
present, so it's essential to monitor
closely how you feel. When in doubt

about an exercise,seek professional
help. When in pain, stop doing it.

Brochure about Physical Therapy
and FSHD written by Wendy M.
King, P. T., and Shree Pandya, P.T,,
M.S. and published by the FSH
Society.

Links torecent publications on FSHD
and physical therapy and exercise.

The purposes of these articles are
to increase awareness of FSHD
among clinicians; to provide an
update regarding the genetics,
clinical features, natural history,
and current management of FSHD;
and to discuss opportunities for
research.

Phys Ther. 2008 Jan;88(1):105-13.
Epub 2007 Nov 6.
Facioscapulohumeral dystrophy.
Pandya S, King WM, Tawil R.

J Neurol. 2007 Jul;254(7):931-40.
Epub 2007 Mar 14.

Effectsoftrainingandalbuterolonpain
and fatigue in facioscapulohumeral
muscular dystrophy.

van der Kooi EL, Kalkman JS,
Lindeman E, Hendriks JC, van
Engelen BG, Bleijenberg G, Padberg
GW.

The information on this website is
provided for general informational
and educational purposes only.
The FSH Society and this website

do not provide medical advice
or recommendations. Licensed
physicians and other medical

professionals who are familiar
with an individual’'s specific health
situation should be consulted
for diagnosis and treatment of
Facioscapulohumeral Muscular
Dystrophy and any other medical
conditions. Neither the FSH Society
nor any contributor to this website
can be liable or responsible for any
result derived from the use of this
material.

http://www.fshsociety.org



TREATMENT WITH A SOLUBLE ACTIVIN RECEPTOR TYPE IIB
INCREASES MUSCLE MASS AND STRENGTH IN WILD-TYPE MICE
AND COMMON MARMOSETS

By L. Hagerty', S.M. Cadena’, L. M.
Wachtman?, K. G. Mansfield?, E.E.
Pistilli®, S. Bogdanovich?, E. Curran,
T.S. Khurana?, R. S. Pearsall’, J.H.
Lane', J. L. Lachey?, J. Seehra’.

1. Acceleron Pharma, 149
Sidney Street, Cambridge,
Massachusetts, USA

2. New England Research
Primate Research Center,
Harvard School of Medicine
Southborough, Massachusetts,
USA

3. Department of Physiology and
Pennsylvania Muscle Institute,
University of Pennsylvania
School of Medicine,
Pennsylvania, USA

From: http://www.fsh-group.org/
philadelphia08.pdf
Facioscapulohumeral Muscular
Dystrophy [FSHD]

International Research Consortium
2008

Facioscapulohumeral muscular
dystrophy (FSHD) is a genetic
disorder which causes progressive
weakening of skeletal muscle.
Patients suffering from FSHD may
experience speech impediments,
an inability to raise their arms and
difficulty walking. A potential strategy
to alleviate these debilitating
symptoms is to therapeutically
increase muscle size and strength.
An emerging target for this type
of therapeutic intervention is the
Activin receptor type IIB (ActRIIB).
ActRIIB is the high affinity receptor
for GDF-8 (a negative regulator
of skeletal muscle growth) and
other related GDFfamily members.
To assess the effects of ActRIIB
inhibition, C57BL/10 mice (n=10,
male) were treated with a soluble
ActRIIB-Fc fusion protein (ACE-
031). Animals were dosed biweekly

via intraperitoneal injection with 0.3,
1.0, 3.0, or 10 mg/kg ACE-031.

Treatment for 2 and 4 weeks resulted
in dose dependent increases in body
weight and concomitant increases
in lean tissue mass (assessed
by NMR). At 4 weeks, the ACE-
031 treated mice demonstrated
significantly  increased  skeletal
muscle mass (gastrocnemius, rectus
femoris, pectoralis). To determine if
these pharmacological effects would
extend to higher species, ACE-031
was administered to marmosets
(n=6/sex) via subcutaneous
injection. Weekly administration
of ACE-031 at 3 mg/kg resulted in
significantly increased lean tissue
mass (DEXA and Echo MRI) at
2 and 4 weeks. At 4 weeks, the
treated group had gained 4.3 times
more lean tissue (vehicle: +3.45
+ 7.7 g, ACE-031: +14.83 + 8.5 g)
as compared with control animals.
To assess the functional relevance
of the increases in muscle mass,
ex vivo force measurements were
performed on extensor digitorum
longus (EDL) muscle from treated
and untreated cohorts. Both
absolute force (mN) and specific
force (MN/muscle CSA) of twitch
and tetanic contractions in EDL
muscles from treated marmosets
were significantly greater, confirming
that ACE-031 treatment indeed
produces a functional gain of
strength. Demonstration of biologic
activity in  nonhuman primates
strongly suggests utility for ACE-031
in the treatment of human muscle
disorders, thereby offering hope for
otherwise untreatable conditions
such as FSHD.

FSHD International Research
Consortium Meeting. November 11,
2008. Philadelphia, Pennsylvania.

What is Myotonic Muscular
Dystrophy?

Myotonic  muscular  dystrophy
(MMD) is a form of muscular
dystrophy that affects muscles and
many other organs in the body.
Unlike some forms of muscular
dystrophy, MMD often doesn’t
become a problem until adulthood
and usually allows people to
walk and be fairly independent
throughout their lives.

The infant form of MMD is more
severe. It can occur in babies born
to parents who have the adult form,
even if the parents have very mild
cases.

The word myotonic is the adjective
for the word myotonia, an inability
to relax muscles at will. Most
commonly, myotonia makes it
difficult to relax the fingers after a
firm hand grip. People with adult-
onset myotonic dystrophy may
simply adjust to this problem,
and not realize that slow muscle
relaxation is abnormal.

The term muscular dystrophy
means progressive muscle
degeneration,with weakness and
shrinkage of the muscle tissue.
This muscle wasting generally
presents much more of a problem
to people with MMD than does the
myotonia. Muscle pain also can
occur in MMD.

MDER ||



Myotonic  muscular  dystrophy
often is known simply as myotonic
dystrophy and occasionally is called
Steinert disease, after the doctor
who originally described the disorder
in 1909. It’'s also called by its Greek
name dystrophia myotonica, and
therefore sometimes is abbreviated
‘DM’ rather than ‘MMD’.

Myotonia isn't a feature of any
other form of muscular dystrophy
(although it occurs in other kinds of
muscle diseases, where it can be
severe). When a person suspected
of having muscular dystrophy has
myotonia, the diagnosis is likely to
be MMD.

MMD varies greatly in severity,
even within the same family. Not
everyone has all the symptoms
and not everyone has them to the
same degree. For some people,
symptoms are fairly mild even in
middle age, while for others, the
weakness and wasting are severely
limiting to daily activities. For still
others, the effects are somewhere
in between.There is, however, a
distinct difference between the
type that affects newborn infants
‘congenital MMD’ and the type that
begins in adolescence or adulthood,
adult-onset MMD.

Infants with congenital MMD have
severe muscle weakness, including
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weakening of the muscles that
control breathing and swallowing.
These problems can be life-
threatening and need intensive care.
Myotonia isn’t part of the picture in
infants with MMD but may occur in
later life.

What causes myotonic
muscular dystrophy?

Myotonic muscular dystrophy is
caused when a portion of either of
two genes is larger than it should
be. See ‘Does it Run in the Family?’
to learn what scientists understand
about how these genetic flaws
cause MMD.

The chromosome 19 form of the
disease, called type 1 MMD (MMD1
or DM1), is the most common, and
most of this booklet describes that
form.

Type 2 MMD (MMD2 or DM2), arising
from an abnormality on chromosome
3, is less common, generally less
severe, but not as well understood
as the chromosome 19 form.

Most of the information in this
booklet is derived from studies of
people with type 1 MMD.
What happens in
MMD?

When MMD begins in the teen
years or during adulthood, it can
be a slowly progressive condition
resulting in a modest amount of
disability. However, for others the
condition can have a major effect on
daily life, mobility and employment.

adult-onset

A confusing aspect of MMD for
people with the condition and
their doctors is that many different
parts of the body can be affected.
The following paragraphs discuss
different problems that can occur,
although many people with the
disease only have some of them.
Most of the problems can be
lessened with treatment.

Limb muscles

Weakness of the voluntary muscles
usually is the most noticeable

symptom for people with adult-onset
MMD. The distal muscles, those
farthest from the center of the body
usually are the first and sometimes
the only limb muscles affected in
MMD1. Areas of the limbs affected
may include the forearms, hands,
lower legs and feet. Over time, these
muscles get smaller, so the lower
legs and arms may appear thinner
than the upper legs and arms.
People with MMD often notice that
their grip is weak and that they
have trouble using their wrist or
hand muscles. At the same time,
the muscles that pick up the foot
when walking weaken, so the foot
flops down, leading to tripping and
falling. This is called foot drop.
Some people can compensate for
weak foot muscles by picking up
the foot from the knee and walking
with a “marching” step. Eventually,
though, many people with MMD
find that a cane or walker is helpful
to compensate for foot and leg
weakness.

A lower leg brace, called an ankle-
foot orthosis or AFO, may be
needed. A few people with MMD
use a wheelchair or a power scooter
for convenience when covering long
distances.

Various devices that hold the hand
in a good position for using a
keyboard or writing or drawing can
help compensate for weak wrist and
hand muscles.

Head, neck and face
muscles

The muscles of the neck, jaw
and parts of the head and face
may  weaken, especially in
MMD1. Weakness and loss of
bulk in these muscles leads to a
characteristic appearance doctors
and experienced family members
recognize as MMD. In men, early
Eyelids may droop (called ptosis,
but the “p” is silent). The chewing
muscles can be affected, which
makes the temples appear hollow
and the face look thin.



Severe ptosis can be troubling. It
may be hard to hold the eyes open
for reading, watching television or
driving. Special glasses with “eyelid
crutches” can hold the eyes open.
You can’t buy these off the shelf,
but a skilled optician can make
them for you. Surgery can be done,
but weakness often comes back,
making it necessary to repeat the
operation.

"erutch”

Weak neck muscles can make it
hard to sit up quickly or lift one’s
head straight up off a bed or couch.
The stronger trunk muscles have to
be used for these actions.

Muscle weakness generally has
a somewhat different pattern in
MMD2. Facial weakness is much
less common than in MMD1, while
weakness of the upper part of the leg
(thigh) occurs early in the disease. In
type 1, thigh weakness, if it occurs,
comes later in the disease.

Breathing and swallowing
muscles

Respiratory muscles can become
weak in MMD1, affecting lung
function and depriving the body of
needed oxygen. Weakness of the
diaphragm and other breathing
muscles can lead to problems
getting enough oxygen when a
person is asleep, even if they don'’t
have any symptoms of breathing
difficulty while awake.

Respiratory problems are further
aggravated, many experts believe,

by an abnormality in the brain’s
breathing control center. This
abnormality also can lead to a
condition known as sleep apnea,
in which people stop breathing for
several seconds or even a minute
many times a night while asleep.
A good way to treat respiratory
muscle weakness is to pump air
into the lungs during the night with
a small, portable ‘breathing booster’
known as a bilevel positive airway
pressure device (also called BiPAP,
a registered trademark of the
Respironics company). It's usually
used with a face mask that easily
can be taken on and off. This kind
of breathing assistance also can
be used during the day, although
usually that’s not necessary. (CPAP
or continuous positive airway
pressure devices are not as useful
for people whose respiratory
problems are caused by weak
breathing muscles.)

Cough assist machines and
techniques can help people clear
out secretions, especially when
a person with MMD1 has a cold
or chest infection. The MDA clinic
doctor, respiratory therapist or a
specialist called a pulmonologist can
advise about these techniques and
machines and how to use them.

Respiratory muscle
weakness does not appear
to be a feature of MMD2.

Swallowing muscles, if weakened,
can lead to choking or swallowing
the wrong way, with food or liquid
going down the trachea (windpipe)
to the lungs instead of down
the esophagus to the stomach.
(Inhaling food or body secretions
into the lungs is called aspiration.)
Swallowing is partly voluntary and
partly involuntary, and both sets of
muscles can be affected. Vomiting
can be very dangerous for a person
with- MMD whose swallowing
muscles are weak. A head-down

position is crucial to prevent inhaling
the vomit a possibly fatal problem.
A swallowing specialist can help
people learn to swallow more safely
and, if needed, how to change the
consistencies of foods and liquids
so they can be swallowed more
easily. It's important to watch for
swallowing problems, such as a
tendency to choke on food or drinks,
and mention them to the doctor.

If swallowing difficulties are extreme
(more common in congenital MMD1
than in adults with MMD), a feeding
tube can be inserted into the
stomach to aid nutrition and prevent
aspiration of food and drink. It later
can be removed if the problem
resolves itself.

Myotonia

Myotonia of voluntary muscles
can make it hard for someone with
MMD1 or MMD2 to relax the grip,
especially in cold temperatures.
Door handles, cups, handwriting
and using hand tools may pose a
problem, although some people
never notice it. Myotonia also can
affect the muscles of the tongue and
jaw, causing difficulty with speech
and chewing.

Myotonia typically is not very
bothersome in MMD1, but if it
becomes troublesome, drugs, such
as mexiletine (Mexitil), can be used
to treat it.

Myotonia can be uncomfortable and
even cause pain, although people
with MMD also can have muscle
pain that isn't connected to the
myotonia.

Heart problems

The heartcan be affected in MMD1 or
MMD2. Oddly, since MMD is mostly
a muscle disease, it isn’t the muscle
part of the heart (which pumps
blood) that's most affected, but
rather the part that sets the rate and

MREREI
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rhythm of the heartbeat, the heart’s
conduction system. It's common in
MMD1, especially after many years,
to develop a conduction block, which
is a block in the electricity-like signal
that keeps the heart beating at a
safe rate. This appears to occur in
MMD?2 as well, although there aren’t
as many studies in this form of the
disease.

Fainting, near fainting or dizzy
spells are the usual symptoms of
conduction block, and these should
never be ignored! Such problems
can be fatal.

In the early stages, a partial
conduction block may cause no
symptoms but can be detected by an
electrocardiogram (EKG), a painless
test of how the heart is beating. The
doctor likely will order regular EKGs.
Conduction blocks can usually be
corrected by a cardiac pacemaker,
an electronic device that’s surgically
inserted near the heart to regulate
the heartbeat.

In both forms of MMD, cardiac
muscle impairment also can occur,
although it isn't as common as
conduction abnormalities.

Not everyone with MMD needs
treatment for heart problems, but
everyone should be checked for

them.

{1 EMDE
gazine

The eyes

Cataracts, cloudy areas of the lens of
the eye that eventually can interfere
with vision, are extremely common
in both types of MMD. Cataracts are
caused by a chemical change in the
lens, which gradually goes from clear
to cloudy the way the clear part of an
egg changes to white when cooked.
Exactly why cataracts occur in MMD
isn’t known.

The person with a cataract may
notice that things start to look blurry,
hazy or dim, and that this worsens
gradually over time. It often happens
in both eyes, but not necessarily at
the same time or at the same rate.

Normal Lens

Cataract

Surgery can remove a lens that
contains a cataract. Then, the
surgeon either puts in an artificial
lens, or the patient can wear special
contact lenses or eyeglasses.
Vision correction with cataract
surgery is quite good. However,
with this operation or any procedure
requiring anesthesia, the medical
team must be informed about the
underlying MMD. Anesthesia can
pose special problems, especially in
MMD1.

The muscles that move the eyes,
as well as those that open and
close them, occasionally are
affected in MMD1, and other eye
problems sometimes occur. Your
primary care provider or MDA clinic
physician can refer you to an eye
doctor (ophthalmologist) for regular
checkups or when eye problems
need attention.

Anesthesia

An unusually high rate of complica
tions and even deaths associated
with general anesthesia (given
during surgery) have been reported
in people with MMD1. This can
occur even if the MMD is mild. In
fact, mild cases can be particularly
dangerous because the surgeon,
anesthesiologist and patient may
be less likely to pay attention to the
MMD when planning surgery.
Surgery usually can be safely
undertaken with careful monitoring
of cardiac and respiratory functions
before, during and after the surgery.
Be sure to tell the entire medical
team, especially those responsible
for the anesthesia, that you or your
family memberhas MMD (even if
the disease is MMD2, since little
is known about this disease and
anesthesia). If at all possible,
have the anesthesiologist and the
neurologist communicate  long
before the surgery.

How is MMD diagnosed?

The doctor may move from the
history and physical exam to a DNA
test to confirm a diagnosis of MMD.
The DNA test involves only a blood
sample and, in almost all cases,
can determine whether the family is
affected by MMD. In some cases, a
muscle biopsy may be considered.
In this test, a small piece of muscle is
surgically removed for examination.
www.mda.org



CARE FOR PATIENTS WITH DUCHENNE

The following information comes from the Action Duchenne publication "A&E/emergency care for patients with
Duchenne: it's time to stop wasting" (www.actionduchenne.org).
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How to use this document

Most people with Duchenne never
need to go to an A&E; however
this document has been produced
to assist parents if their child with
Duchenne is unwell and needs
to attend hospital. Documents
including recent lung function and
heart checks are extremely useful
for doctors.

A&E/emergency care in boys
with Duchenne muscular
dystrophy

General information

Duchenne is a genetic condition
that affects mainly boys with
gradual deterioration of their muscle
strength and ultimate wheelchair
dependency. As a result of increased
supportive care these youngsters
are now staying ambulant for longer
and living longer due to treatment
of symptoms that accompany the
disease, notably cardiomyopathy
and respiratory failure. Despite
impaired mobility it is a condition
compatible with a good quality of
life, and in an emergency medical
situation requires appropriate and

proactive management.

Duchenne affects muscles in
the lower and upper limbs and
ambulation is reduced. It also affects
heart and respiratory muscles
and the treatments that are used,
including steroids, can cause side
effects. The steroids used most
commonly are prednisolone or
deflazacort at 0.75mg/kg or 0.9mg/
kg daily respectively. These can
have an effect on the ability to
deal with infection but also cause
gastrointestinal problems, increased
osteoporosis (with a potential for
increased fracture risk) delayed
puberty, weight gain and cushingoid
appearance.

As a consequence it is vital to have
a high incidence of suspicion about
potential side-effects of steroids
— parents need to notify medical
staff that they are on steroids, what
steroid and what dose and may
require a top up dose due to their
illness or that being on steroids may
itself indeed mask the usual signs of
illness.

Important to consider in DMD:

Cardiac failure AHR & RR, no fever,
collapse refer

Respiratory failure AorVRR, A C0?
refer

Chest infection ARR, AHR & fever
refer

Peptic ulceration refer

Adrenal crisis Y BP, ¥ glucose, shock
refer

Caution:

» Depolorising muscle relaxants are
contraindicated.

* Use supplemental
with caution due to

oxygen
risk of

hypercapnia.
* Omission of steroids for more than
24 hours.

General Information
Respiratory Management

Respiratory infections need prompt
treatment with antibiotics to prevent
deterioration as well as regular
physio to help clear secretions.

Most ambulant patients  will
have good respiratory function
and cough; however once non-
ambulant the risk of respiratory
complications increases and some
of them may need help with assisted

coughing techniques, respiratory
physiotherapy, and volume
recruitment techniques including

cough assist machines or Ambu-
bag; therefore early intervention and
close monitoring is paramount.

Once the FVC starts to deteriorate,
boys are susceptible to chest
infections and very vulnerable when
FVC <50% or <1.5L. Ventilation may
be required.

In Hospital
Assess Airway, and
Circulation

Contact their specialist team who

may have information that may be
pertinent to their care.

Breathing

In younger, ambulant boys:

- with mild/no fever and well, treat
with oral antibiotics and review in 24
hours.

- with fever and unwell,

Admit

Intravenous antibiotics and physio
Monitor respiratory function (FVC &

CO,)
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If O2 required, check CO, level (do
not treat with O, indiscriminately).
Assisted  ventilation may be
required.

In older +/- non-ambulant patients

+/- ventilated:

Assess FVC

- if baseline FVC when well is <1.5L
or <50% they are very vulnerable

- if FVC >2L or >50%, no/mild fever
and well, treat with oral antibiotics
and review in 24 hours

- if FVC <50% or <2L, fever and
unwell

Admit intravenous antibiotics

Monitor respiratory function (CO,
and FVC)

If O2 required, check CO, (do not
treat with O, indiscriminately)

May require non-invasive ventilation
during admission.

Respiratory care

In patients already ventilated at
night and unable to perform own
FVC, assess CO2. If depleted, will
need ventilation during the day
with infection. Seek specialist help
from home ventilation team. When
contacting them have the following
details ready:

* type of machine

* usual settings

length of time using night time
ventilation

CO2 levels

date last seen by ventilation team

Gastrointestinal Problems
Possible problems

In Duchenne muscular dystrophy,
gastrointestinal  problems  can
range from poor oral intake and
dysphagia with possible aspiration
episodes with advancing disease,
but more commonly they are prone
to constipation; however, more
important is the possibility of peptic
ulceration and abdominal pain — this
is more frequently associated due to
the treatment with steriods.

17 IMDE

Gastritis is also experienced
by patients who are taking oral
bisphosphonatesforbone protection.
If gastric reflux is suspected then
treat with proton pump inhibitors
or H2 blockers, with prokinetics,
sacrulfate and neutralising antacids
as adjunctive therapies

In Hospital
If presents with abdominal pain,
vomiting or frank haematemesis —

needs urgent assessment.

Assess Airway,
Circulation.

Breathing and

If obvious ulceration — fluid
replacement, treatment with anti-
ulcer medication, including proton
pump inhibitors, and urgent referral
to the surgeons/gastro team.

Advise against NSAIDs.

» Poor oral intake and dehydration

» Aspiration episodes

» Constipation

» Peptic ulceration — signs may not
be obvious in younger boys on
steroids

Cardiovascular disease
Possible problems

Hypertension: Secondary to
steroids, particularly in younger,
ambulant boys

Cardiomyopathy: More common in
non-ambulant teenagers
Tachycardia: Commonly  noted
feature of the disease and also
noted in systolic dysfunction. New
onset sinus tachycardia with no
clear aetiology warrants prompt
cardiology assessment.

Abnormalities in cardiac rhythm
should be promptly investigated
with Holter monitoring or an event
monitor recording, and treated.

In Hospital

Cardiovascular compromise —needs
urgent assessment.
Assess Airway,
Circulation

Breathing and

» Assess O2 saturation, treat with
02 carefully and monitor O2

* Fluid balance — may need
restricted +/- diuretics

» Early discussions with local
cardiology team or their specialist

Patients with Duchenne develop left
ventricular dysfunction and there is
evidence that early treatment with
ACE inhibitors and beta blockers
can be cardio protective.

Cardiac  function is regularly
assessed every 2 years under 10
years and then annually after that.

Cardiovascular fractures

Patients with Duchenne are more
liable to suffer from fractures for a
number of reasons:

» Less mobile and fall frequently.

* Decreased bone density even in
steroid naive patients.

« Steroid treatment reduces bone
mineral density.

In Hospital

Ambulant patients should ideally
be treated with internal fixation which
aids early mobilisation; however,
careful consideration should be
taken regarding anaesthetic risk
(see anaesthesia section). The
safest and fastest way to promote
healing should be adopted.

Early contact with physiotherapy is
essential to encourage continued
ambulation. Periods of immobility
can lead to permanent loss of
ambulation.

In non-ambulant patients,
requirement for internal fixation is not
as acute and therefore splinting or
casting of a fracture is appropriate.
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NB. Casting should be in a good
functional position.

Vertebral fractures should be
treated with IV bisphosphonates, in
conjunction with a bone specialist/
endocrinologist.

After care

If not on bone protection - consider
referral to an endocrinologist for
preventative treatment especially if
on chronic steroids.

Fractures
Anaesthesia and surgery

This should ideally be done in a
hospital with full service, PICU
faciliies and staff familiar with
the care of Duchenne. There are
a number of issues in providing
anaesthesia for these patients,
mainly respiratory, but consideration
also needs to be given if on steroids
for steroid cover during the stress
period of surgery.

The exclusive use of a total
intravenous anaesthetic (TIVA)
technique is strongly recommended,
due to the risk of malignant-
hyperthermia-like reactions and
rhabdomyolysis when patients
with Duchenne are exposed to
inhalational anaesthetic agents.
Depolarizing muscle relaxants like
succinylcholine are absolutely
contraindicated due to the risk of
fatal reactions.

In an emergency - appropriate
referral is required:

« If a child is ambulant with no
respiratory compromise - needs
referral to an anaesthetist with
paediatric experience.

« If a child is non-ambulant and
has respiratory involvement (FVC
<1.5L or <50%) - needs referral
to the nearest hospital with PICU
facilities once stabilised.

Remember:

DO NOT use depolarising muscle
relaxant.

DO cover for ‘stress’ if required
when a child is on steroids.

To prevent the risks — particularly
post-operative failure to extubate,
atelectasis and pneumonia -
appropriate assessment pre-surgery
is required. If the pre-operative
respiratory function is sub-threshold
then non-invasive ventilation and
cough assist techniques will need
to be employed post-surgery, and
these techniques need adequate
training preoperatively to ensure a
smooth course.

Pre-operative training in manual
assisted cough techniques
necessary:

» Baseline peak cough flow is
<270LPM

* Baseline maximum expiratory
pressure is<60 cm water

(Older teenage and adult values)

Preoperative training in the use of
nocturnal non-invasive ventilation
is:

* strongly recommended if baseline
FVC <50% predicted

* necessary if baseline FVC<30%
predicted

After careful consideration of the
above, patients may be eligible
for surgery, albeit with increased
risk, if preoperative training has
been completed in assisted cough
techniques and non-invasive
ventilation.

Use of opiates

It is well documented that whilst
the use of certain anaesthetics can
cause malignant hyperthermia like
reactions, opiates are also potentially
hazardous for this group of patients.
There appears to be an increase
in the susceptibility to opiates with
enhanced respiratory depression

and poor cough technique, which is
particularly important in patients who
are admitted with a chest infection.

If the need to use opiates arises
with difficulty to control pain etc,
short-acting opiates or barbiturates
should be used. There should be
close monitoring of these patients
if opiates are used and respiratory
function testing including CO2
monitoring should be employed.
Supplemental oxygen should not
be given to a patient with Duchenne
after opiates administration without
careful assessment as they may
require assisted ventilation, and
supplemental oxygen would cause
further deterioration in the state of
hypercapnia.

In Hospital

Assess Airway, Breathing and
Circulation.

If required, use short-acting
opiates.

Regularly assess:

» Oxygen saturation — if dropping,
do not supplement with O2 without
checking CO2.

Normal CO2 — oxygen therapy

-CO2 - ventilation support

* Temperature

» Pain score

Opiates
Steroid treatment

Do not omit the steroid dose for
more than 24 hours — this can be
dangerous!

Many patients with Duchenne are
being treated with corticosteroids,
mainly prednisolone or more
rarely deflazacort. This poses
potential problems aside from the
gastritis mentioned in the section
about gastrointestinal problems.
Of particular significance is the
fact that patients on long-term,

MREREI
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high-dose steroids may develop
secondary adrenal insufficiency.
This is due to chronic suppression
of corticotrophin-releasing hormone
(CRH) and corticotrophin hormone
(ACTH) production from the
hypothalamus and pituitary gland
respectively.

The major implication of this is
that when people on steroids are
‘stressed’ due to intercurrent iliness
or at the time of an operation they
may not be able to mount the usual
‘stress’ response and produce the
extra steroid required at such times.
They may then show signs of adrenal
insufficiency which can include:

* vomiting

* hypotension (low blood pressure)
* hypoglycaemia (low blood sugar)
« altered consciousness
 dizziness

Patients may be found to have a low
sodium level at such times, which
in this context typically reflects
water overload (cortisol is needed
to excrete water) rather than lack of
adequate mineralocorticoid activity.
Recovery of the hypothalamic-
pituitary-adrenal axis can take many
weeks or months when steroids are
reduced or stopped, which should
be borne in mind when patients have
recently stopped taking steroids.

The following are therefore the key
considerations for parents, carers
and health professionals when a
patient is taking or has recently been
taking high dose steroid:

1. Children and adolescents on
steroids may need ‘extra’ doses
at the time of significant iliness.

2. If a child has a vomiting illness
then they may not be able to
take their steroids by mouth and
so may need steroid therapy
(e.g. hydrocortisone) by drip or
by injection until they can take
medication by mouth once again.

17 IMDE

Steroids Guideline

« If a child has vomited their steroid
dose within an hour of taking it,
give the same dose again.

« If a child has a vomiting illness
and is not eating, give the steroid
dose after cessation of vomiting
(together with a small ‘sip’ of fluid
if this helps them to take it). Do
not omit steroids for more than 24
hours.

If vomiting continues you will need
to contact your GP or doctor.

«If a child is unwell with a
temperature but can manage oral
steroids, then increase the steroid
dose to 12 hourly from once daily,
until the child is well again.

 If a child has not managed their
steroid dose for 24 hours then they
need to be reviewed and given
injectable steroids if oral therapy
still cannot be tolerated.

Contact your GP or contact your
consultant involved in your care
for advice.

The child/patient may need to attend
A&E to be assessed and given
appropriate care.

 If a child lives in a remote area
that is far away from hospital
departments, they may be supplied
with an injectable form of steroid
to use in the event of a vomiting
illness (e.g. hydrocortisone 100mg
per dose). This will enable families
to treat potential steroid deficiency
while on the way to hospital or
waiting for help.

» Surgical procedures will require
steroid cover — make sure all doc-
tors are aware of the fact that the
child is on steroids.

In Hospital

Measure blood gas, glucose and
electrolytes as a priority. Consider

taking blood for measurement of
cortisol and ACTH.

If hypotensive, give 20mi/kg bolus
of isotonic saline to restore blood
pressure.

If hypoglycaemic, give 5mil/kg of
10% dextrose or equivalent followed
by a saline/dextrose infusion to
prevent recurrence. Administer fluid
cautiously — remember patients
may be relatively fluid-overloaded at
presentation.

Hydrocortisone should then be given
in a dose of 50—100mg intravenously
or intramuscularly (given it works
more slowly) every 4 to 6 hours. In
young children <16kg or less than 4
years, a smaller dose of 25mg every
4 to 6 hours can be given.

The steroid regimen will need to
be reviewed on a regular basis
although patients can usually return
to oral medication when they are
recovering.

Estimated equivalent values are as
follows:

1mg prednisolone = 4-10mg
hydrocortisone

1mg dexamethasone = 50-100mg
hydrocortisone

Websites:
www.actionduchenne.org
www.muscular-dystrophy.org
www.treat.nmd.eu

This document was produced with
the assistance of Prof. Kate Bushby
and Dr. Tracey Willis, Newcastle-
upon-Tyne.Action Duchenne

Epicentre 41 West Street, London,
ELL4 LJ
Email: Kelly@actionduchenne.org
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RESEARCH ADMINISTRATION

Two longtime MDA grantees
receive prestigious award

On May 3, 2009 molecular biologist
Louis Kunkel at Children’s Hospital
in Boston and Harvard University,
and biophysicist Kevin Campbell at
the University of lowa, received the
prestigious March of Dimes Prize in
Developmental Biology. The prize
includes a $250,000 cash award.

Kunkel was on the MDA-supported
research team that in 1986 identified
the gene for dystrophin, the protein
missing in Duchenne muscular
dystrophy (DMD).

Since then, his laboratory has
been studying muscle stem cells
and has been using dystrophin-
deficient zebrafish to screen for small
molecules that potentially can be
developed into therapeutic agents.
Much of this work has had MDA
support. Kunkel now chairs MDA's
Scientific  Advisory  Committee,
which recommends new projects for
MDA funding.

Kevin Campbell headed teams
that identified several of the proteins
that interact with dystrophin in
the muscle-fiber membrane. This
research, much of which was MDA-
supported, shedlighton the functions
and structure of dystrophin and the
membrane itself and also clarified
the role that other membrane-
associated proteins play in causing
limb-girdle muscular dystrophies
(LGMD) and congenital muscular
dystrophies (CMD).

More recently, Campbell’'s
laboratory has focused on the
dystroglycan protein and its role
in CMD; the role of sarcoglycan
protein deficiency in skeletal and
cardiac muscle abnormalities; and
development of gene transfer for
LGMD. Much of this work has been
MDA-supported. Campbell also
serves on MDA's Scientific Advisory
Committee.

Symposium honors two MDA-
supported leaders in myositis
research

On April 25, 2009, W.King Engel and
Valerie Askansas, both neurologists
and neuropathologists at the
University of Southern California in
Los Angeles, were honored at the
USC International Neuromuscular
Symposium. Engel and Askanas,
who are married, co-direct the
MDA clinic at Hospital of the Good
Samaritanin Los Angeles, and Engel
also directs the MDA/ALS Center at
that institution.

Askansas has received support
from MDA for many years for studies
ofinclusion-body myositis (IBM). She
and Engel are well known for having
demonstrated that amyloidbeta
and several other proteins form
toxic clumps in the muscle fibers
in this disease. All speakers at the
symposium were former trainees of
Engel and Askanas.

www.mda.org/
QuestMagazineOnline

.
DISABILITY GRANTS

The South African Government
Services website provides the
following information about disability
grants.

The maximum grant from April 2009
is R1 010 per month.

Who can apply?
You must:

* be a South African citizen or
permanent resident

* be resident in South Africa at the
time of application

* be between 18 and 59 years of
age if female, and between 18 and
64 years of age if male

» submit a medical or assessment
report confirming disability

* not be cared for in a State

institution

* not refuse to undergo medical
treatment, unless it is life
threatening °not be in receipt of
another social grant in respect of
yourself

« comply with the means test
together with your spouse

Your spouse must also meet the
requirements of the means test. A
means test is a test used to measure
your financial status. In order to
receive a grant, your financial level
should be below a certain amount.
According to the means test you
should qualify for a grant if your
income is below:

* R29 112 if single
* R58 224 if married.

A grant is payable by the following
methods:

 cash at a specific pay point on a
particular day

+ electronic deposit into your bank
account (the bank may charge
you for the service)

* electronic transfers
postbank account

* institution — e.g. home for disabled
people

into your

Steps to follow

« Complete a disability grant
application form at the nearest
office of the South African Social
Security Agency (SASSA).

* If you are too old or sick to go to
the office, ask someone to request
a home visit on your behalf. The
person should bring a letter from
you or a doctor’s note saying why
you cannot visit the office.

» Complete the application form in
the presence of a SASSA officer.

» Attend an interview and have your
fingerprints taken.

» Submit the form with the following
documents:

o a medical report or functional
assessment report confirming

MREREI
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your disability

o proofofmarital status (ifapplicable)
oproof of residence

o proof of income

o explanation of all deposits going
into your bank account

o proof of private pension

o bank statements for
consecutive months

o an identity document (ID)

o the following documents if the
identity document and/or a birth
certificate are not available:

» an affidavit commissioned by
a Justice of the Peace, which
must contain a clause indicating
that provision of incorrect or
inaccurate information will result
in prosecution in terms of Section
21 of the Social Assistance Act,
2004

* a sworn statement by a reputable
person who knows the applicant
and the child, such as from a
councillor, traditional leader, social
worker or minister of religion

« proof that an application for a birth
certificate or identity document has
been lodged with the Department
of Home Affairs

* where applicable, a temporary
identity document issued by the
Department of Home Affairs

» baptismal certificate

* road to health clinic card

» school report

three

Please note: No application can
be processed without the sworn
statement/affidavit.

After submitting your application you
will be given a receipt.

» Keep the receipt as proof of your
application.

» The social security office will inform
you in writing whether or not your
application was successful.

« If your grant is not approved, the
social security office will state the
reasons why your application was
unsuccessful.

* If you disagree with the decision,
appeal to the Minister of Social
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Development or Member of

Executive Council (MEC)in writing,

explaining why you disagree.
Appeal within 90 days of receiving
notification about the outcome of
your application.

Legal framework

Documents obtainable from the
website are provided in PDF format.
To open PDF documents, you need
to have Adobe Acrobat Reader 4 or
higher installed on your computer.
Access is also provided to the
Social Assistance Act, 2004 (Act 13
of 2004).

Service standard

* |t may take 21 days to process
your application.

* If your grant is approved, you will
be paid from the day you applied.

Cost

The service is free.

Forms to complete

e« Form Z970 -
application

e Form Z970A - Referral letter

* Form Z970D - Recommendation
by assessment committee

Disability grant

These forms are available at
your nearest social security office
(SASSA).

GAUTENG PROVINCIAL
ASSOCIATION FOR PERSONS
WITH DISABILITIES (GPAPD)

The GautengAssociationfor Persons
with Disabilities was established just
over a year ago (April 2008) with the
simple important mission: “Striving
for the best deal for persons with
disabilities”.

An affiliate of the National Council

for Persons with Physical Disabilities
in South Africa (NCPPDSA),
the GPAPD has during its short
existence managed to attractinterest
from a number of organisations and
currently boasts a membership of 22
affiliate members and 5 developing
members in Gauteng providing
services in the disability sector.

Location and services rendered

The head office is situated in Bez
Valley, in the Mandeville Indoor
Sports Centre, home of Wheelchair
Basketball South Africa (WBSA)
from which a wide range of services
are rendered, which include:

v'capacity building/management of
human resources

v’organisational development

v“social work services

v financial aspects

v'advocacy and lobbying in the
interest of people with disabilities
and their families

v'workshops aimed at empowering
members with new developments
and skills and exposure to the
disability sector as a whole

Direct social work services are also
rendered through the Association’s
six sub-offices situated at Enerdale,
Soweto, Orange Farm, Thembisa,
Sebokeng and Mamelodi.

Awareness/fundraising drives:

The GPAPD is currently involved
in a number of awareness and
fundraising activities which
also benefit its members as co-
participants of these activities.

1. The annual Casual Day campaign
is a major national awareness
and fundraising initiative through
which only affiliate members and
partners of the NCPPSDSA may
participate and benefit. In 2008
over R15 million was raised for
the disability sector nationwide.

2. A highlight on this year’s calendar



“ation
will be when the GPAPD
in association with  Rotary

International and the Greenstone
ShoppingCentrehostawheelchair
relay race in the Greenstone
Shopping Centre, pitting non-
disabled persons against those
with physical disabilities. The
race, which already enjoys the
support of celebrities such as
weatherman Simon Gear and
legendary Comrades marathon
athlete Bruce Fordyce, will take
place on Sunday 29 November
2009.

3. The “Heal the Rainbow Nation
Campaign” initiated by a member
organisation, the Greater
Johannesburg APD, is another
campaign strongly supported and
promoted by GPAPD throughout
Gauteng. This campaign already
enjoys active support from Nobel
Peace Prize Laureate Archbishop
Desmond Tutu and a number of
other prominent persons in South
Africa.

4. Do you know that Gold Reef
City has on its premises a shop
which sells a variety of rare and
exquisite products handmade by
people with disabilities and sold
at the shop? The store operated
under the auspices of APD Free
State until December 2008, when
it was taken over by GPAPD. So
on your next visit to Gold Reef
City, make sure you pop in at
the shop and support our sales
drive.

The GPAPD is poised to continue its
work in the coming years and grow
its membership base and service
offering to the community at large
through its ongoing involvement
with a number of key initiatives.

Want to know more or get involved
with GPAPD? Contact:

Beena Chiba (Director)

Cell: 0835771037

Email: beena.gpapd@ gmail.com

Jeremy Deysel (Branch-co-ordina-

tor/Development officer)

Cell: 0733543805

Email: jeremydeysel@gmail.com
Tel: 011 616-7576 (ext 4)

TAX EXEMPTION, SECTION 18A,
NEWSFLASHES...

The following item is by the editor
of Sangonet and comes from the
website of NGO Pulse (at http://
www.ngopulse.org/newsletter/
issue-176-tax-exemption-section-
18a-newsflashes%E2%80%A6):

Given that South Africa is officially
in a recession — according to
figures released by Statistics South
Africa — the publication of the
two articles in an edition of NGO
Pulse, focusing NGOs and tax, are
very timely. As NGOs continue to
experience funding cutbacks which
have negative consequences for
programming and staffing, advice
about how we can make the best use
of what we have is very welcome.

Writing about the advantages of a
tax exempt status, Nicole Copley, an
NGO lawyer, writes that it has taken
along time for South African tax laws
to catch up to the definition of a non-
profit organisation relating to the
fact that profits are not distributed,
not that profits are not made.

“It is important to note that, while
the NGO may be a profit-generating
organisation, its main objectives
must still be public benefit activities
as defined, and its supporting
documents must be framed so
that they comply with the tax
exemption legislation, so that the
NGO may register as a PBO and
take advantage of the benefits of tax
exempt status, one of which is the
‘basic exclusion’.

In the second article we publish,
Fiona O’Brien a tax consultant
at KPMG, writes that more effort
should be made to attract corporate
and individual funding, especially as

the South African Revenue Service
(SARS) actively encourages
funding to the NPO sector by allow
ing donations to the sector to be
tax-deductible, subject to certain
restrictions. “Although NPOs may
experience the effects of the global
economic recession, there are tax
benefits in place which should be
used, as far as possible, to entice
local individual and corporate donors
to partner with their organisation
during this critical period.

As always we invite your comments
and suggestions.

Editor, editor@sangonet.org.za

DO YOU NEED GENETIC
COUNSELLING?

What is genetic counselling?

Many conditions or disorders tend to
run in families. These hereditary (or
genetic) conditions may be passed
on from parents to their children.
Some genetic conditions occur
only once in a family. Genetics can
give information about how these
disorders are inherited and how
likely they are to happen in a family.

Who should | contact for genetic
counselling?

Genetic counselling services

are available to private and sate

patients at the following hospitals in

Johannesburg:

* Donald Gordon Medical Centre
(private patients)

» Chris Hani Baragwanath Hospital

» Johannesburg Hospital

» Coronation Hospital

To make an appointment at any
of these clinics or to get details of
genetic counselling services in other
areas, please contact:

Division of Human Genetics
National Health Laboratory Services
and University of the Witwatersrand
Telephone: 011 489-9223/4

Fax: 011 489-9226
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Important issues for Duchenne patients
submitted by Maxine Strydom

OVERVIEW OF PHYSIO
(Helen Posselt P.T.P.P. U.SA
June 2009)

We already know this but it is
necessary to stress that, it is indeed
important and essential for you to
have regular physiotherapy. Aqua
therapy is excellent when possible
but as always, expense and
availability are the problem.

If you’re unable to have regular
physiotherapy it is essential that,
in your daily management of M.D
your caregiver change your position
frequently and that you do stretches
daily. Stretching and massaging can
be combined and be most beneficial
for the affected person. Ideally your
care-giver should be instructed by a
physiotherapist as to how exercises
— stretching etc should be done
correctly and include them in your
daily routine.

No exercise / stretch should cause
pain. It may be a little uncomfortable,
but NOT painful. Children’s exercises
should be fun and take the form of
games. Be innovative when working
with a child.

Most importantly: NEVER over
exercise any Muscular Dystrophy
patient. Once you damage those
muscle cells they are destroyed.
You CAN over exercise a Muscular
Dystrophy patient.

The object is always to maintain
the abilities and movement that the
patient has, and that does mean
regular physiotherapy.

In S.A. today because of the expense
involved and because of the lack of
access to physiotherapists much of
the burden for physiotherapy falls
back onto the caregiver. All training
centres state hospitals are

supervising and instructing
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the

caregiver on how to do daily
physiotherapy sessions with the
effected person. Because of somuch
extra work falling on the caregiver,
forming a “team” of support from
family and / or friends could help to
make the task of caregiver a little
easier. A roster is drawn up and
different people assist at different
times. Keep up the good work on
the pyhsio front.

THE HEART

should have a
cardiac investigation (echo
andelectrocardiogram (ECG)) at
diagnosis. DMD patients should
have cardiac investigations before
any surgery, every 2 years to age 10
and annually after age 10. Boys with
Duchenne take medication to control
or slow the development of heart
problems. These medications may
cause fatigue or lack of energy. This
can be done by seeing a cardiologist
if diagnosed with Duchenne.

Patients

ANESTHETIC

There are a number of issues in
providing anaesthesia for these
patients, mainly respiratory but

also consideration needs to be given
if on steroids for steroid cover during
the stress period of surgery.The
exclusive use of a total intravenous
anaesthetic (TIVA) technique is
strongly recommended, due to the
risk of malignant-hyperthermia-like
reactions and rhabdomyolysis when
patients with duchenne are exposed
to inhalational anaesthetic agents.
General anesthesia is accompanied
by a number of important risks.
When general anesthesia is
required in order to undergo a
specific procedure succinylcholine

and inhalational anesthetics need to
be AVOIDED.

SUPPLEMENTS

Some children may take nutritional
supplements, but evidence of their
benefit is only anecdotal.

DIET

Some  physicians recommend
a diet high in protein and low in
carbohydrates and fat. Maintaining a
normal weight is essential to prevent
additional burden for weakening
muscles. For young men taking
steroids, sodium-restricted diets are
recommended.

RESPIRATORY CHALLENGES

Thelungs of aboy with Duchenne are
not directly affected by the disease.
However,the musclesresponsiblefor
helping them breathe, including the
diaphragm, can be hugely affected.
The diaphragm sits below the lungs
and is the muscle responsible for this
crucial movement of air. Weakness
in the diaphragm and respiratory
muscles makes it difficult for a boy to
cough. That is why a pulmonologist
is an essential part of your medical
team from the moment you receive
a Duchenne diagnosis.

USE OF OXYGEN

Use supplemental oxygen with
caution due to risk of hypercapnia.

MUSCLE RELAXANTS

Depolorising muscle relaxants are
contraindicated.
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Genetic Source 0f Muscular Dystrophy
Neutralized: Possible Cure?

ScienceDaily (July 17, 2009) — Researchers at the University of Rochester
Medical Center have found a way to block the genetic flaw at the heart
of a common form of muscular dystrophy. The results of the study, which
were published July 16 in the journal Science, could pave the way for new
therapies that essentially reverse the symptoms of the disease.

54 A

The researchers used a synthetic molecule to break up deposits of toxic
genetic material and re-establish the cellular activity that is disrupted by
the disease. Because scientists believe that potentially all of the symptoms
of myotonic dystrophy — the most common form of muscular dys-trophy in
adults — flow from this single genetic flaw, neutralizing it could potentially
restore muscle function in people with the disease.

“This study establishes a proof of concept that could be followed to develop a successful treatment for myotonic
dystrophy," said neurologist Charles Thornton, M.D., the senior author of the study and co-director of the
University of Rochester Medical Center's Wellstone Muscular Dystrophy Cooperative Research Center. "It also
demonstrates the potential to reverse established symptoms of the disease after they have developed, as
opposed to simply preventing them from getting worse."

Myotonic dystrophy is a degenerative disease characterized by progressive muscle wasting and weakness.
People with myotonic dystrophy have prolonged muscle tensing (myotonia) and are not able to relax certain
muscles after use. The condition is particularly severe in the hand muscles and can cause a person’s grip to lock
making it difficult to perform rapid, repeated movements. Currently there is no medication to halt the progression
of the disease.

Toxic RNA Holds Proteins Hostage

Although the genetic flaw that causes myotonic dystrophy was discovered in 1992, researchers studied the
defect for many years before they had a clear understanding of the molecular events that ultimately produce the
symptoms of the disease. Over time it became apparent that a central player in myotonic dystrophy was RNA,
a versatile molecule that is very similar to DNA. RNA serves a vital function by relaying the genetic information
from the nucleus — the protected area of the cell that houses DNA —out to the main body of the cell, where the
instructions are used to build proteins. Every gene produces its own RNA, usually in multiple copies, and every
RNA is a genetic blueprint of its parent gene.

The surprising aspect of myotonic dystrophy was that the genetic defect leads to production of a toxic RNA
— the first example in human genetics in which RNA was cast in the role of molecular perpetrator. The errant
RNA has a toxic effect because it grabs onto and holds hostage certain proteins, preventing them from carrying
out their normal functions. For example, the capture of a protein called “muscleblind” causes the locking grip
phenomenon that is a hallmark of the disease, a sign of faulty electrical control in muscle cells. Over time, the
toxic RNA is produced in abundance and the captive proteins accumulate in deposits — or inclusions — that are
visible in the cell’'s nucleus.

“An unexpected byproduct of research on myotonic dystrophy was that we were forced to change our ideas
about the role of RNA in genetic disease,” said Thornton. “Once we adjusted to this new concept, we realized
that the prospects for developing treatment might be unusually good. No essential component of muscle is
missing, but some important proteins are in the wrong place, stuck on the toxic RNA.”

MRER [|
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New Tools to Tackle Genetic Flaws
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The Rochester team used a synthetic molecule — called an antisense morpholino oligonucleotide — that mimics a
segment of the genetic code. In this case the morpholino was specifically designed to bind to the toxic RNA and
neutralize its harmful effects by releasing the captured proteins. When injected into the muscle cells of mice with
myotonic dystrophy the molecule found its way to the cell nucleus, broke up the deposits of toxic RNA, freed the
captive muscleblind proteins, and ultimately improved the function of the muscle cells.

The researchers specifically observed a restoration of proper electrical control in the cells, which is a convenient
way to monitor the condition. However, because the hostage proteins play a role in a myriad of other cellular
functions, they believe that this treatment will ultimately alleviate other aspects of the disease as well.

"Based on our current understanding we would predict that by releasing the proteins held hostage, many of
the symptoms of the disease may potentially be corrected by this approach," said URMC neurologist Thurman
Wheeler, M.D., co-author of the study.

These genetic tools are relatively new and have provided researchers with a heretofore unprecedented ways to
precisely target and manipulate genetic activity. "The current textbooks for medical students do not have chapters
on antisense oligonucleotides, but this will change in the near future," said Thornton. "As compared to conventional
drugs that work on proteins, antisense oligonucleotides work on RNA. They have been around for 20 years, but only
recently is their full potential being realized. They provide great flexibility and they can be developed rapidly."

The authors are quick to point out that major hurdles must be overcome before this compound can be tested in
humans. Specifically, a better delivery system must be developed to get this or a similar compound to where it
needs to go in the body, and the potential side effects must be carefully analyzed. However, having established a
general concept of what a treatment for myotonic dystrophy may look like, researchers believe that the next steps
in developing an effective drug should go faster.

Other authors on the study include University of Rochester Medical Center scientists Krysztof Sobczak, Ph.D.,
Robert J. Osborne, Ph.D., and Xiaoyan Lin, Ph.D., John Lueck, Ph.D., Robert Dirksen, Ph.D. Funding for the study
was provided by the National Institute of Arthritis and Musculoskeletal and Skin Diseases, the National Institute of
Neurological Disorders and Stroke, the Muscular Dystrophy Association, and the Run America Foundation.
Adapted from materials provided by University of Rochester Medical Center.
http://www.sciencedaily.com/releases/2009/07/090716141127 .htm

New Function For Protein Missing In Duchenne Muscular
Dystrophy ldentified

Science Daily (Aug. 5, 2009) — Researchers at the University of Minnesota and National Institutes of Health have
identified a new function for the protein missing in people with the most common and ultimately lethal form of
childhood muscular dystrophy.

Patients with Duchenne muscular dystrophy lack the protein dystrophin, which causes their muscles to become
weak and eventually die. Since its discovery in 1987, research has shown that dystrophin protects muscle cells
by directly connecting to two of the three filament types that give cells their shape and durability. The new study
demonstrates that dystrophin also directly links to the third structural filament type named microtubules. Microtubules
form a highly ordered lattice in muscle, and the new study finds that microtubules become disorganized when
dystrophin is missing.

“It's remarkable that scientists have been intensively studying dystrophin for more than 20 years, yet we continue
to identify new features that better define its important contribution to healthy muscle.” said James Ervasti, Ph.D.,
a professor in the Department of Biochemistry, Molecular Biology & Biophysics, who directed the investigation.
The new findings suggest that loss of microtubule organization might contribute to the devastating symptoms of
Duchenne muscular dystrophy, information that will hopefully lead to the development of therapies to combat the
disease. The study appears online Aug. 3, 2009 and will be published in the Aug. 10 issue of The Journal of Cell
Biology. The research was funded by the National Institute of Arthritis and Musculoskeletal and Skin Diseases.
Adapted from materials provided by University of Minnesota, via EurekAlert!, a service of AAAS.
http://www.sciencedaily.com/releases/2009/08/.htm
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the view \¢ Frome down here
ilton purvis
| recall someone, somewhere, bare feet, my usual choice for daily and the other end on my sternum,

sometime saying that you could
fix a Ford with a piece of wire, a
screwdriver and some tape. It is
presumeably an urban legend, we all
know that Fords are not worth fixing.
It does however serve to remind
me of a couple of items which | find
indispensable, and which on a scale
of high tech to low tech would rank
as positively caveman-ish! They
are small, unobtrusive, but without
them my days would be more
difficult and challenging, and | have
reached that stage in life where
simple and easy are good. The first
is my wheelchair footrest, which
consists of a piece of knotted string.
OK, so it is not actually string, more
parachute cord, but it is knotted. I've
never found wheelchair footrests
comfortable. My first wheelchair,
which | took delivery of in 1974, not
long after the wheel was invented,
came with fixed footrests. They only
served two purposes, to carry my
school suitcases and those of my
mates, and to clip stupid people's
ankles. The next wheelchair came
with removable footrests, and that
is precisely what happened to them,
they were removed. Like the soles of
my shoes, my footrests have always
remained in pristine condition,
untouched by human feet. I've been
through four sets of footrests, all as
shiny new the day | passed them
on as the day they arrived. | prefer
my piece of knotted string, slung
between the two side frames of the
chair. It's a bit hard on my tender

footwear, so | sometimes resort to a
converted shoulder bag strap which
helps spread the tension across the
underside of my feet. With my piece
of knotted string my wheelchair is
shorter, lighter, better balanced, and
as a bonus | can store my footrest in
my top pocket!

The second indispensable item
| encountered by chance. Many
years ago a friend who was in the
manufacturing  industry  loaned
me a small folding ruler, but after |
had discovered its hidden abilities
she never got it back. A little over
15cm long when folded, it can be
extended zig-zag fashion to a metre
in length. More importantly, each
folding section has a notch at the 90
degree point, so one can fold an L,
or U, shape into it. | can fold it out to
its full length, or | can keep it short
and compact, my choice. It makes
a brilliant reacher, pusher, puller,
or pointer, and it's quite handy for
measuring things too.

Perhaps my most useful, and used,
caveman tool is a simple wooden

stick. A 40cm wooden dowel, with
a rubber stopper on each end. It's
my magic wand, my swizzle stick,
my cattle prod. | use it to turn on
lights, push television and computer
buttons, answer the intercom, and
even to cough. Yes, as strange
as it sounds, if I'm suffering from
some chest congestion, | place
one end of the stick against a wall,
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leanforward against the stick, and
cough. The resistance and pressure
generated against my chest allows
me a stronger cough. Works like a
charm!

Last, but by no means least is my
drinking straw. I've never been able
to sit up in bed, or prop myself up on
my side, so since my long months
in hospital over 30 years ago |
have used a flexible straw when
schlurping my morning or evening
mug of coffee. | have vivid memories
of the milk which we were served
in hospital as being delicious. We
had competitions with the nurses to
suck the milk out our glasses faster
than they could pour. The strange
things one remembers! Previously
| had a source of used drip tubes,
which worked perfectly. These days
| buy clear plastic tubing, sold by the
metre, which keeps me in touch with
my coffee for many years.

No doubt, in a medical equipment
supply store, one can find fancy
aluminium and plastic versions
of most of the abovementioned
devices. There’'s a gadget for
virtually everything these days, but
| am comfortable with my caveman
tools. They cost me nothing, |
developed them myself, they’re all
an integral part of my home. Heck,
if Eskom shuts off our electricity |
might even be able to use my magic
wand to make fire in my cave!
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Gauteng Branch News August
2008

teleconference meetings, we had
two meetings in Soweto with the
Soweto Support Group in which it
once again became evident that
we need a counsellor who can do
home visits. Our meetings were
encouraging and it was clear that
we all want to help and reach out to
our members in need.

As you are certainly aware, our
branch is funded with the help of
private donors, members and our
own fundraising activities. We do not
receive any funding fromgovernment
and have not received any funding
from Lotto since 2005. Many
appeals have been made to donors
for funding towards equipment, and
although it is difficult to find funds
we are very grateful to donors and
trust funds that continuously support
our branch.

The following members were issued
with specialised equipment: Zandré
Viljoen and Jan-Harm van Rensburg
received new motorised wheelchairs.
Janet Lavis received a shower
bench and Christo Dippenaar a
self prop commode. Mohini Naidoo,
Alet Goosen, Piet Joubert and Ivan
Pretorius received electric bath lifts.
Lucky Shabalala and Nico Herbst
received J2 Gel cushions. Masood
Hamid and Dean Sauders were
issued with new portable batteries
and Osman Bhoola was issued with
a hospital bed.

The Department of Health, Gauteng
assisted Alexander Faught, 15,
who has Duchenne MD, with a
motorised wheelchair. Thank you to
Mrs Tharina Coetzee, occupational
therapist, for all her efforts to assist
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We are very pleased to welcome
Jan Ferreira onto our committee.
We are always looking for new
representatives who want to reach
out to other members in need. Jan
has invited us to participate in the
annual SCCU golf day on 28 August
2009 at the Swartkops Golf Course.
A lot of effort will be put into the
project to raise funds and create
awareness.

Netcare’s North East Region will
be hosting a charity golf day on 9
September 2009 at the Woodhill
Country Club, Pretoria. Physicians
from all the hospitals in the region will
be invited to participate in the event.
All funds raised will be donated to
our branch.

The Centurion News, Media
Eastern Times and The Citizen were
approached to do articles for our
branch in creating awareness.

We will again participate in Casual
Day on 4 September and hope to
sell more stickers than last year.
The theme for the 2009 campaign is
“Show your true colours by dressing
as a fan of your favourite sports
team”. We challenge the public
to wear a Casual Day sticker on
an extraordinary outfit on Friday 4
September to show their support
towards persons with disabilities.
Stickers are distributed for a
donation of R10 each. Should you
know of companies who would be
interested in supporting us with this
fundraising project, kindly let us
know how many stickers you would
require from us so that we can place
the order.

dreams of the following children:
Ryan Curtis, Seth Stewart, Lucky
Shabalala and Kamogelo Kwenaite.
We wish to thank Ms Angie Papp
and her team for all the good work
they do for our children.

We will be celebrating our 35th
anniversary during the month of
September. The first event, which
will be for our members who stay
in Johannesburg, will be held on 5
September at the Johannesburg
Zoo. The second event will be for our
members staying in the Pretoria area
and will be held on 19 September at
the National Zoological Gardens in
Pretoria. The venues and entrance
fees will be waived. We have been
putting a lot of effort into these
events and are sure that they will be
enjoyed by all.

Theuns Langenhoven
Chairman, Gauteng Branch

The Gauteng branch would like
to thank the following donors:

Wiehahn Foundation, Bitrate cc,
Bidvest Chairman’s Fund, De Angelis
Family, George Elkin Charity Trust,
Carl & Emily Fuchs Foundation,
Fillrite cc, Lenkas Metals, Barrow
Construction, Potchefstroom Rotary
Club, Christelike Vereeniging van
Suid Afrika, ChiropracticAssociation,
Hatch Africa Pty Ltd, Copper Tubing
Africa (Pty) Ltd, Sasol Polymers,
Mrs. Goeiman, Mrs. E. Johnston,
Mr. H van Rensburg, Mrs. J Wright,
Mr. J de Bruin, Mr. O Fourie, Mrs.
S Vivier, Mrs. M van den Berg, Mr.
F Honiball, Mrs. M Pretorius, Mrs.
L Mugleston and the Joubert family
(Springs).
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Like eagles in the sky

God didn’t want us to plod around here

Like a pig in the mud

He didn’t want us to struggle and suffer

Like captives of Satan

He didn’t want us to be bound with

Fear and confusion

He gave us the means to get rid of all chains
We’re made to soar

Like eagles in the sky.

All the answers we want to life’s questions
Can be found in God’s Word

We can lift ourselves

By lifting our thought-life

By thinking of the things above

And not here below

Thus we can change our world

And those around us

When we soar like eagles in the sky...

He didn’t want us to wander around

Like sheep without a shepherd

He wants us to stay focused on Him

To live out of, to and for Him

He wants us to be different from the world
To strive to make a difference

In a world that is confused

And that will surely happen

When we soar like eagles in the sky.

(Written by Christo Dippenaar)
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