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A Life’s Journey

Val & Rob van Leeuwen
Australia

Our son, Robert, was born a healthy baby in 1957,
weighing nine pounds eleven ounces. At four and one half
months of age he presented with ‘mild gastro-enteritis” and the
doctor prescribed kaomagma with a sulphur medicine added.
We were told, “Don’t worry. This will be his worst day.”
Those words became the forerunners of many ‘worst days’
throughout the years ahead. Soon after taking the medicine
Rob had a violent attack. We rushed him to hospital where he
went into a coma with convulsions. After regaining conscious-
ness he did not respond like our four and a half month-old baby.
Something had happened during his illness and he was not the
same baby. The doctors said, as near as they could tell, he had
had a kind of encephalitis. Rob’s whole nervous system was
affected after the coma, he had constant body spasms and any
slight noise would make him scream. He cried from morning
until night for 16 months. His arms were stiff and tight by his
side and it was difficult to bathe or dress him as moving his
limbs obviously caused him terrible pain. He had numerous
seizures daily.

For the next 12 years I’m sure the doctors tried every
anti-convulsive drug that was available, one medication was
added to others, at times with disastrous results. For what
seemed like no apparent reason, Rob’s body would double over
with pain. He would often hold his right side and then vomit.
The doctors could not give my husband and | an explanation for
Rob’s severe pain and illness. Rob was now physically and
intellectually disabled.

We nearly lost him again at 12-1/2 years of age when
he went into a coma for nine days. Following days of studying
a sample of Rob’s urine (which was port wine in colour) and
with negative results to many lab tests, the ward doctor asked if
my husband was of Dutch descent. The doctor had seen two
known adult porphyria sufferers at the hospital where he took
his medical training, and the coloured urine, stomach pain and

Dutch descent triggered a bell in
his memory. After much testing,
Rob was finally diagnosed with
Acute Intermittent Porphyria
(AIP). We were told that he was
the first child in Australia to be |4
tested and diagnosed with the dis-
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ease AIP. Plus, he was now suf-

fering with the combination of 6 New Upd.atEd
porphyria and epilepsy. The doc- Drug Guide
tor told us that all the drugs he had

been given for his epilepsy had |8 Glossary

triggered the porphyria and it in
turn had aggravated the epilepsy. It was a viscous circle. Now
the doctor took him off as many drugs as possible.

On regaining consciousness, Rob could not use his
legs, so iron supports were placed behind them and the physio-
therapist would kick Rob’s heels to try and move them forward.
Rob would scream out with excruciating pain. He suffered like
this every day. One medical professional rudely asked me,
“Did | have any other bad-tempered children like him?” | ques-
tioned the medical staff about why his back was so bent and

Continued on page 2...
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Everyone is welcome to come learn, listen,
and respond. We value all of our
supporters’ ideas and information.

Season’s Greetings - The CPF wishes everyone peace,
happiness, and love during the holiday season; may .
you all take time throughout the year of 2008 to

reflect on the miracles we enjoy each day.
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was told it was because of the way he was lying in the coma.
He had been lying in a fetal position for days on end without
physiotherapy of any kind. A permanent condition called con-
tractures had formed in his joints, the muscle fibers had short-
ened and he had lost the normal elasticity of the skin. Finally,
physiotherapy was started and after many days had passed, my
husband asked if we could take him home for a weekend. We
had previously had a low two-wheeler bicycle made for him
with wide supporting golf buggy wheels and felt if we could sit
him on it, it might help him to get his legs moving. It worked,
and that bicycle was driven around the ward of the hospital for
eight weeks.

At 17, Rob was diagnosed with Variegate Porphyria
(VP), an inherited porphyria, which completely puzzled the
pathologists as neither my husband nor I, or our daughter, had
ever displayed any symptoms at any time. It was suggested we
may have created a new mutation. At that time, one assay was
not available here in Australia, which if it had been, would have
proven whether we had porphyria, even in a latent form. Rob
went into another coma for a week, regained consciousness, and
then became unconscious again.

Over the next 30 years | think every anti-convulsive
drug was tried, many times with Rob showing adverse reactions
of toxicity and unconsciousness. He had peripheral nerve dam-
age in his legs and tended to swing one leg, when he was still
able to walk. He was in a wheelchair and his spine had become
more bent over the years. He has been a fighter all his life,
rarely complains, and has a great sense of humour when feeling
well. He loves doing jigsaw puzzles and can name the huge
transports and cars as they approach when we take him out
driving.

Even today, many doctors here in Australia freely ad-
mit they still do not know very much about porphyria. Four
years ago, our neurologist questioned one of the drug compa-
nies as to whether the latest drug they had developed for epi-
lepsy had been tested for safety in porphyria. The drug repre-
sentative asked, “What is porphyria? We’ve never heard of it.”
This general lack of knowledge about the porphyrias in the
medical profession and the drug companies that develop new
drugs is, as we all know, where the danger lies for porphyrics.
Fortunately, today we are able to check whether a drug is ‘safe’
or ‘unsafe’ for porphyrias; much suffering and many life
threatening acute attacks are prevented.

In June 2005, when the care Rob needed became too
much for the centre he was in, he was admitted to a different
hospital under professor Mark Cook, a neurologist & epilep-
tologist. Professor Cook recognized when he was going into
coma and made dramatic changes by reducing his medicine. As
a result of the decreased medicine there was a miraculous
change in Rob. He became more alert and showed interest in a
variety of things. He stopped having grand-mal seizures and
had only a few petit-mals daily, whilst being on the lowest
amount possible of only two drugs. And finally, after taking
dilantin for 48 years, that too was stopped. It was such a ray of
light and so wonderful to see Rob, not drugged to the hilt. He
was bright and able to enjoy his life. Rob celebrated his 50"
birthday on 30th May this year, shared with his friends at the

centre where he lives.

Looking back it is difficult to know which affected and
played the biggest part in Rob’s life, the porphyria, or the resul-
tant epilepsy, following the initial porphyria attack. Over the
years we often thought of others and the struggles we share
with our special needs children who in time grow into adults.
We work striving for government awareness of rare diseases
like porphyria. We feel that medical students should study por-
phyrias so that symptoms can be recognized and the patient
helped. We are particularly grateful for the newly developed
medicine called heme arginate, which is widely used success-
fully overseas and for our porphyria sufferers here in Australia.
We feel that progress is slow in porphyria awareness, but with a
united world-wide front, we will have more numbers and there-
fore more strength to succeed.

Sadly, following receipt of the above article, Robert was diag-
nosed in June this year with Hepatocellular Liver Cancer and
passed away 19" September, 2007.

It has been brought to our attention that
some young women age 14 and over are
taking shots to prevent pregnancy or the
menstrual cycle. In some individuals
with porphyria this could exacerbate a
severe life threatening acute porphyria
attack. We advise that you talk this over
with your family physician.
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S June 1st, 2008

& _National Porphyria Day

& Theme “It’s in Our Genes”
&

% Celebrate with us at:

&
&

National Office Open House with Refreshments
Friday, May 30, 2008

& 487 Walker Avenue, Neepawa, MB

& 10am — 4pm

% National Porphyria Day in Winnipeg

Sunday, May 25, 2008

& Teddy Bear’s Picnic, Assiniboine Park, Winnipeg, MB

& _Porphyria Pamphlet Distribution and Pictures for Children
% to Colour.
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Research News

Dr. Brian M. Gilfix
Montreal, QC
August 8, 2007

Porphozym™ Clinical Trial

In the Winter 2006 edition of the Canadian Porphyria
Foundation newsletter, mention was made of a clinical trial of
Porphozym™, an enzyme replacement therapy for acute inter-
mittent porphyria (AIP). Porphozym™ is a recombinant form
of human porphobilinogen deaminase (PBGD) that is adminis-
tered intravenously. The manufacturer is Zymenex A/S, a Scan-
dinavian company. Porphozym™ was to be used for acute treat-
ment in the hospital. The company was also developing a sec-
ond product, Porphogen™, which was being developed for
early treatment in the home.

Dr. Karl Anderson, at the University of Texas, con-
ducted a study between 2003 and 2006 to test the efficiency of
Porphozym™ in the treatment of acute attacks of AIP. The
study followed porphobilinogen levels and clinical symptoms
(pain). In this and other clinical trials, Porphozym™ proved to
be safe and well tolerated by the patients and had the expected
effect on porphobilinogen. However, due to the acute nature of
AIP and observed patient variability, there was insufficient evi-
dence upon evaluation of the results to correlate a reduction in
porphobilinogen with the desired clinical effect. Consequently,
Zymenex A/S decided that it was not commercially and finan-
cially viable to further develop the product.

Details of the trial can be found on the Clinicaltri-
als.gov website (NCT00418795).

Drug Study

Dr. Karl Anderson has been studying the effects of

drugs on heme biosynthesis in an animal model with the aim of
producing a model that predicts whether a drug is likely to pre-
cipitate an attack of acute porphyria. As such systems are im-
perfect, they are also undertaking a study on the effects of drugs
on patients.

Dr. Anderson proposes to record the experience of
patients with acute porphyrias who take drugs for various medi-
cal conditions. Information would be obtained as to how the
acute porphyria was diagnosed, and urine samples would be
obtained both before and after starting the drugs.

Many reports in the literature regarding drug safety are
conflicting, and the documentation that some of the patients
have acute porphyria is often insufficient. Hopefully, the infor-
mation collected will provide better guidance regarding drugs
being safe or harmful in porphyria.

Details of the trial and contact information can be
found on the American Porphyria Foundation website
(www.porphyriafoundation.com).

Gene Delivery Systems

In contrast to the approach of giving replacement en-
zyme intravenously, a number of researchers have tried to re-
place the defective enzyme in AIP by introducing a gene speci-
fying the normal form PBGD into the liver of experimental
animals.

Johansson et al in 2003 had tried to obtain PBGD syn-
thesis in the liver of mice using naked DNA containing the
PBGD gene or DNA in lipid globules. Although they were able
to detect the presence on the injected DNA in the liver of the
mice, there was no increase in PBGD activity.

Trying a different approach, the same group in 2004
constructed a special form of a common virus carrying PBGD
(adenoviral vector). The virus infects the liver where the viral-
carried PBGD is then produced. When mice lacking the mouse
PBGD were administered the adenovirus vector, liver PBGD
activity increased and remained high for a month. The mice
showed no accumulation of porphobilinogen when challenged
with a porphyrin-inducing drug. This suggests a potential for
gene therapy in AIP.

Barbados

My name is Mr. Glenroy Layne from
Christ Church, Barbados. In 2004 | was diagnosed
with Acute Intermittent Porphyria (AIP). It started
out as a stomach ache that just kept getting worse.
The doctors at first did not know what was wrong with me and
had sent me home a couple of times but the pain kept getting
worse. Once again | was readmitted to the hospital when |
couldn’t bear the pain any more. | had quite a few of the doc-
tors puzzled as to what was wrong with me. Then, one doctor
who was familiar with porphyria, and an Australian professor,
by the name of Mr. Zbar, who had read about this illness during
his first year in medical school, indicated to the others that they
should go onto the internet and read up on porphyria.

| spent a great deal of time in the hospital as | was now
paralyzed from my neck down. | also went into a coma and my
heart stopped beating. During this time my very good friend
Linda Rice looked up porphyria and clicked on to the Canadian
Porphyria Foundation website and was in contact with you via
email. Your foundation sent her lots of information on porphy-
ria and to this day, | believe that information has saved my life.
Linda brought this information back to the doctors, whose care
I was under, and | was then tested for porphyria. | was the first
person in Barbados to be diagnosed with this disorder.

With the help of the Canadian Porphyria Foundation’s
information, many more people in Barbados are now being
tested for this disorder and so far a few people have been diag-
nosed with porphyria. I am walking again and | can now do
things for myself, there are still a few little hiccups but I am
getting there. | want to thank your foundation for all the help
you have given me; | am very grateful.

Thank You.
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AIP Needs Constant Care

| Laura Porter
b _| St.John’s, Newfoundland

I’m a 23 year old woman living in Newfoundland
whose experience with porphyria began at an unusually early
age, according to available literature. After three days of vomit-
ing, being irritable, and a prescription of antiemetics from a
doctor, I was brought into the local children’s hospital ER after
having a seizure. It was then that Dr. Ted Rosales suggested a
diagnosis of Acute Intermittent Porphyria (AIP) based on fam-
ily history. My father, who was present at the time, had been
treated for years with vague symptoms of bone and stomach
aches and frequently spent much time feeling irritable as a re-
sult of having symptoms with no explanations.

The range of symptoms for my attacks is rather large.
In addition to the standard abdominal pain, nausea, and vomit-
ing, | also experience weakness, dizzy spells, tachycardia,
blackouts, spots in front of my eyes, tripping, fatigue, chest-
pains, irritability, diarrhea, and sweating.

My family and | have been through a lot since my di-
agnosis. Unfortunately, as a result of the seizure and many
other of these “odd” episodes | experienced peripheral neuropa-
thy in the lower half of my body which lasted for years. It was
only after the age of 12 that I regained feeling in my feet.

For 10 years after that first attack | was seen with
enough regularity at the hospital that they knew what to do
without looking at my chart. My mother was even affection-
ately called the “Dobermom” for protecting me with informa-
tion against unsure treatments as | was unable to do or say any-
thing for myself during these times. The worst attacks | had
were in the fall of 1996 when | was in my first year of junior
high. Unknown to us or the teachers, the furnace in the school
had been damaged and not repaired, resulting in fumes spread-
ing throughout the school. One of my teachers recognized my
symptoms as serious enough to send me home from school on
the days he thought | looked unwell.

In addition to AIP, | was diagnosed with Scoliosis and
Scheuermann’s disease, both spinal curves, and an arrhythmia
in 1999. Scheuermann’s disease is a forward curve in the upper
spine due to wedge-shaped vertebrae, a result of poor bone for-
mation possibly due to AIP or other genetic issues.

I had my first experience at adult emergency in 2001.
Whoever was working that night sent me home without reading
my chart, and only taking basic blood tests. | had to go back the
next day, and was so dehydrated and severely symptomatic that
it took 7000 (yes, thousand) cc’s of IV fluids, a dark room, and
demerol for the pain before | could sit up on my own.

In 2002, | changed to a vegetarian diet, one filled with
as many organic foodstuffs as possible. Since then, | have only
had two attacks, during both of which my symptoms changed.
During the first one, in 2003, there was no nausea or vomiting
just extremely painful stomach pains (rated a 6-7 on my pain
scale). It was during this attack that once again, the doctor did

not read my chart. Fortunately, he was overruled by a nurse
who did, and went to get the appropriate treatment. My most
recent attack was in May of 2007, when | presented with purely
neurological symptoms on the right side of my body. | was told
that the symptoms were all in my head and that if they were
present, it was only a migraine aura. That last attack occurred,
possibly fume related, after | spent several days making signs at
work using large Sharpie markers.

In spite of all this, I still do not have a definite diagno-
sis of AIP from my bloodwork. One of the times when blood
was sent for testing, they mixed up my father’s MCP number
and mine, showing him as positive for AIP and me as possibly
borderline. | have never been tested during an attack, therefore
we requested a letter from the genetics department explaining
the lab tests required should | have an attack again.

Regardless, | continue to treat myself as if | have AIP
as it’s the safest thing to do and it certainly seems to be work-
ing. | carry a copy of the CPF drug list in my purse, in addition
to having a copy at my family doctor’s and in my hospital chart.
I’ve been experiencing these symptoms for so long that | tend
to ignore them and put up with more than | probably should.
So if someone tells me that I’m irritable, | listen, grab a few
bottles of Gatorade (how I get sugar and carbohydrates) and put
myself to bed.

I know that | can have surgery, as in 1999 | had my
appendix removed. The pain | experienced during appendicitis
was a 3-4 on my pain scale. Dr Hannah, who performed the
surgery, said it was a good thing my appendix was removed as
it would limit what could be causing my abdominal pain.

While 1 don’t know for sure what all my triggers are, |
do know that toxic fumes, infection and fluid balances are a
few.

Now, if only I could get doctors to actually read and
pay attention to my chart. They are getting better at it. When |
do go to the hospital, I tell them I have a genetic liver condition
and I’m experiencing vomiting and abdominal pain.
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Donate Online — You can make a donation to

the CPF by giving electronically on a secured \
site with your Visa or Mastercard or by calling

toll free to the Canadian Porphyria Foundation

at 1-866-476-2801. An official income tax

receipt will be sent to you by post.
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Take Charge of Your Own Health Care
Learn all you can about your disease and how to
prevent acute attacks.
Find a doctor who takes an interest in you as a pa-
tient and your porphyria condition.
Refrain from or reduce alcohol consumption.
Stop smoking.
Eat a balanced high carbohydrate diet.

Exercise until your heart rate rises for a minimum
of ten minutes three times a week.

Never take someone else’s medications.
Take time to learn about your medications.
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Twenty Years! %
&)

In 2008 the Canadian Porphyria Foundation (CPF) will be celebrating its 20" year as a registered national charitable
& organization. We are very pleased to be celebrating this milestone and are proud of the accomplishments we have made in both
promoting awareness of the porphyrias across Canada and in producing educational information that helps porphyrics learn how

& to prevent and manage their disease.

Celebrate the CPF’s 20" year! This special year is all about people, families, medical professionals and friends learning

4l together.

Since its establishment in 1988, the CPF has made a measurable impact in our country about a disease that is little
known. Before the CPF was established, there was no information available anywhere in Canada about the porphyrias. People
R - . . . . . . .
were diagnosed and then sent home to deal with their disease alone, without any support or educational information.
We know it is not always possible to prevent a porphyria acute attack. The CPF is committed to educating and inform-
4l ing all people affected by porphyria about what they can do to reduce their risk of precipitating an attack.
The mission of the CPF is “to improve the quality of life for people affected by porphyria” through awareness, support
5 and educational programs.

International Alliance of Patients’ Organi-
zations Declaration on Patient-Centred

Healthcare (Printed with approval)

Health systems in all world regions are under pressure
and may not cope if they continue to focus on diseases rather
than patients; a working health system requires the involvement
of individual patients who adhere to their treatments, make be-
havioural changes and self-manage. Patient-centred healthcare
may be the most cost-effective way to improve health outcomes
for patients.

To us, the International Alliance of Patients’ Organiza-
tions, the essence of patient-centred healthcare is that the
healthcare system be designed and delivered to address the
healthcare needs and preferences of patients so that healthcare
is appropriate and cost-effective. By promoting greater patient
responsibility and optimal usage, patient-centred healthcare
leads to improved health outcomes, a higher quality of life and
optimal value of healthcare investments.

Patients families’ and carers’ priorities are different in
every country and in every disease area, but from the diversity
there are common priorities. To achieve patient-centred health-
care we believe that healthcare must be based on the following
five principals:

Respect: Patients and carers have a fundamental right to
patient-centred healthcare that respects their unique
needs, preferences and values, as well as their auton-
omy and independence.

Choice and empowerment: Patients have a right and re-
sponsibility to participate, to their level of ability and
preference, as a partner in making healthcare decisions
that affect their lives. This requires a responsive health
service which provides suitable choices in treatment
and management options that fit in with patients’
needs, and encouragement and support for patients and
carers that direct and manage care to achieve the best
possible quality of life. Patients’ organizations must be

empowered to play meaningful leadership roles in sup-
porting patients and their families to exercise their
right to make informed healthcare choices.

Patient involvement in health policy: Patients and pa-
tients’ organizations deserve to share the responsibility
of healthcare policy-making through meaningful and
supported engagement in all levels and at all points of
decision-making, to ensure that they are designed with
the patient at the centre. This should not be restricted
to healthcare policy but include, for example, social
policy that will ultimately impact on patients’ lives.
See IAPO’s policy statement online at:
Www.patientsorganization.org/involvement

Access and support: Patients must have access to health-
care services warranted by their condition. This in-
cludes access to safe, quality and appropriate services,
treatments, preventive care and health promotion ac-
tivities. Provision should be made to ensure that all
patients can access necessary services, regardless of
their condition or socio-economic status. For patients
to achieve the best possible quality of life, healthcare
must support patients” emotional requirements, and
consider non-health factors such as education, employ-
ment and family issues which impact on their ap-
proach to healthcare choices and management.

Information: Accurate, relevant and comprehensive infor-
mation is essential to enable patients and carers to
make informed decisions about healthcare treatment
and living with their condition. Information must be
presented in an appropriate format according to health
literacy principles considering the individual’s condi-
tion, language, age, understanding, abilities and cul-
ture. The International Alliance of Patients’ Organiza-
tions Policy Statement is available online at:
www.patientsorganizations.org/healthliteracy

% Happy Holidays!
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Patient’s

and Doctor’s
guide to medication
in acuie porphyria

To commemorate our 20" Anniversary in 2008, the CPF would like to announce the publication of our new
safe and unsafe drug guide called, “Patient’s and Doctor’s Guide to Medications in Acute Porphyria”. The
guide is now available on our website at: www.cpf-inc.ca or contact us toll free: 1-866-476-2801 or email

us at porphyria@cpf-inc.ca to obtain a copy.

Acknowledgements to the New Drug Guide Contributors

The Canadian Porphyria Foundation (CPF) extends a
heart-felt thank you to The Swedish Porphyria Association
which spearheaded the development of the new safe and unsafe
porphyria drug guide called, “Patient’s and Doctor’s Guide to
Medication in Acute Porphyria”. The CPF published the bilin-
gual guide early this fall.

A very special thanks is given to the author, Dr. Stig
Thunell from Sweden who researched the effects of drugs and
anaesthetics in the disease porphyria and produced the patient’s
and doctor’s drug guide.

The CPF thanks our friend, Gunilla Thunell, Executive
Director of the Swedish Porphyria Association, whose generous
help enabled the completion of this vitally important resource.

Sincere thanks are extended to Dr. Brian Gilfix, Royal
Victoria Hospital, Montreal, Quebec and Dr. Brent Schacter,
Health Science Centre, Winnipeg, Manitoba who kindly re-
viewed and offered suggestions and changes for the booklet
prior to printing. Their professional medical contribution and
time is appreciated.

We wish to acknowledge Rita Gordon, BN of
Neepawa, Manitoba for her exceptional assistance with the
French translation, proofreading and editing of the booklet.

We thank Joan Tobe, wife of the late Dr. Barry Tobe
for her financial support. Dr. Tobe was the second member to
join the CPF’s Medical Advisory Board when the CPF was first
forming and he was also the author of the booklet called, “A
Guide To Porphyria”.

The safe and unsafe drug booklet was funded in part
by the Bernice Fulford Memorial Fund that was established at
the time of her death in 1999. Bernice believed that a porphyria
safe and unsafe drug guide was of the utmost importance for
preventing acute life-threatening attacks. To honour Bernice’s

I EEEE————

Thank You
Manitoba Community Services Council

The Canadian Porphyria Foundation would like to extend a
special thank you to the Manitoba Community Services
Council Inc. for its generous grant. This grant will help
increase awareness of porphyria and assist the CPF in con-
tinuing its educational programs.

memory and life, her husband lvan and family set up a memo-
rial fund designating it for the updating, printing and distribu-
tion of current porphyria drug information.

Bernice Fulford realized the value and importance of a
porphyria drug guide because in 1975 four of her seven chil-
dren were diagnosed with Hereditary Coproporphyria. At that
time, in Canada, there was no porphyria medical information
available anywhere to learn about how to manage the disease or
prevent acute life-threatening attacks.

In January, 1988, both Bernice and her husband lvan,
attended the first Canadian porphyria organizational meeting
held at Neepawa, Manitoba. At that meeting, twenty three peo-
ple from the Yukon, Saskatchewan and Manitoba made a
unanimous decision to begin the work of developing a Cana-
dian Porphyria Foundation. Co-founder, Dr. David Chapman,
Neepawa, Manitoba, had already recruited Dr. Barry Tobe of
Toronto, Ontario, forming the First Canadian Porphyria Medi-
cal Advisory Board. Ivan Fulford wrote the first cheque which
inspired the others to follow. With a pot of $350.00, the work
of forming a national charity began.

On September 20, 1988 the organization was incorpo-
rated and registered with Revenue Canada as a national charity.

Bernice’s dream has been fulfilled with the printing of
the new “Patient’s and Doctor’s Guide to Medication in Acute
Porphyria”, made possible by donations in her memory. Ber-
nice was the mother of the CPF’s Co-founder, President and
Executive Director, Lois Aitken.

This project was a huge commitment for the CPF
which took over two years to complete. The French translation
cost $4,000 with the overall total coming in at just under
$20,000. The Canadian Porphyria Foundation was unable to
attract a sponsor.

i

Did you know.....

When you are given a medication, ask your doctor or
pharmacist these important questions:

What are the side effects?

How long should I take it and how often?

What should | do if I miss a dose while taking this
medication?

Are there foods, beverages, drugs or herbal sup-
plements that | should not take?
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Panhematin é Network of Rare Blood Disorders Organizations

Indications The Network of Rare Blood Disorder Organizations
Panhematin (hemin for injection) is indicated for the is a coalition of national patient groups of which porphyria is

amelioration of recurrent attacks of acute intermittent porphyria included. The Network is currently working with the organi-

temporally related to the menstrual cycle in susceptible women. zations and their respective Medical and Scientific Advisory

Manifestations such as pain, hypertension, tachycardia, abnor- Committees to develop comprehensive care clinics in numer-

mal mental status, and mild to progressive neurologic signs ous cities across Canada.

may be controlled in selected patients with this disorder. Simi- Presently in Canada, people suffering from rare

lar findings have been reported in other patients with acute in- blood disorders do not enjoy universal access to health pro-

termittent porphyria, porphyria variegata, and hereditary copro- fessionals to treat their conditions.

porphyria. Panhematin is not indicated in porphyria cutanea The goal of the network is to raise the level of

tarda. awareness of rare blood disorders and knowledge of the pa-

tient groups’ roles in the following key issues:
Safety Considerations

Panhematin should only be used by physicians experi- The advantages of specialized care centres for
enced in the management of porphyrias in hospitals where the rare disorders
recommended clinical and laboratory diagnostic and monitoring The importance of patient registries

techniques are available.

Panhematin therapy should be considered after an ap-
propriate period of alternate therapy (ie, 400 g glucose/day for 1 The need for adverse reaction reporting
to 2 days.)

Panhematin is made from human blood and therefore
may contain infectious agents, such as viruses, that can cause N
disease, including the Creutzfeldt-Jakob disease agent. Drugs .
such as estrogens, barbituric acid derivatives, steroid metabo- A Special Thank You

lites, and anticoagulants should be avoided during Panhematin Ovation Pharmaceuticals’ generous donation to

therapy. .
Because phlebitis has been reported after administra- help the CPF produce four newsletters is greatly

tion of Panhematin through small arm veins, a large vein or a appreciated.

central venous catheter should be utilized for administration. The CPE would like to express our gratitude for

This article is compliments of Ovation Pharmaceuticals, Four your substantial financial support.
Parkway North, Deerfield, IL 60015, USA, Tel: 847-282-1000.

The tracking of blood and blood products

T
_ Yes! | want to help_ the CPF continue to : Donor Information:
improve the quality of life for people affected by * Name
Porphyria! . Address
. Postal Code
This newsletter receives many compliments . City Province
from individuals and medical specialists about its - Phone No

«  E-mail Address

valuable, understanding, and compassionate arti-

. Payment Information:
cles. It expresses our values, accomplishments, and

. . . . Donation Amount
hopes for the future. Your financial gift expressed : $25 $50 $100 $200 Other
in a donation, bequest, or planned giving will ensure . Credit Card Type
our newsletter continues. . VISA  MasterCard
+ Card Number
Gifts can be made using a credit card by: : Name on Card
Calling toll-free: 1-866-476-2801 : Expiration Date
Emailing: porphyria@cpf-inc.ca : Signature
Faxing: 1-204-476-2800 :
Or Mailing: :  Gifts made by cheque (made payable to the Canadian
Canadian Porphyria Foundation : Porphyria Foundation) should be mailed directly to the
P.O. Box 1206 . Canadian Porphyria Foundation’s national head office.
Neepawa, MB, Canada Registered Charity # 11883 50305 RR0001 :
R0J 1HO
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Congratulations 2007 Raffle Winners

Prizes Names Address

1% TV with built-in DVD player Mrs. Dannie Webster Whitecourt, AB \ - /\\

2" Queen Size Down Duvet Tom Ottman Aurora, ON - %K ~ %——‘

31 Papertole Picture Ricky Hurak Camp Morton, MB TN

4" Ladies Watch Lisa Pottinger Neepawa, MB ' tolati |
5" Asian Tablerunner, Napkins, & Placemats ~Shannon Valgardson Sidney, BC Am
6" Woodscape Picture Carol Gignac Fort Erie, ON DN A )VK

7" Quilt and Shams Dillen Critchlow Neepawa, MB o 5

gt $50 Petro Canada Gas Card Murray Derksen Winnipeg, MB

ot $50 Petro Canada Gas Card Hyperion Research Ltd. Medicine Hat, AB

10" $50 Walmart Gift Card Olena Valgardson Victoria, BC

: Glossary

Eight Steps for Decreasing Stress Understanding porphyria “lingo” will bring new

1. Sitin a chair with your feet on the floor or lie down. : meaning to your knowledge!
2. Close your eyes, or focus them on or_1e Sp?C'f'C spot. Hyponatremia — a deficiency of sodium in the blood. It can
3. Concentrate on your breathing style inhaling slowly : occur during acute attacks.
through your nose. :
4. Breathe deeply. : Variegate — to change the appearance of, or to give variety to.
5. Imagine your diaphragm (the muscle separating your : Variegate porphyria has symptoms similar to those of AIP but
lungs and heart from the abdominal cavity) moving : also to those of a classic photosensitive skin disorder.

down as you fill your lungs with air.

6. Let your lower abdomen relax and inflate as you con-
tinue breathing in slowly through your nose.

7. When your lungs and stomach are full, slowly breathe
out through your mouth and, as your stomach contracts,
visualize your diaphragm collapsing.

8. Repeat for several minutes.

Barbiturates — act as central nervous system depressants and
: are used as sedatives or hypnotics. They may precipitate acute
: porphyria attacks.

Porphobilinogen (PBG) — a porphyrin precursor found in
: large quantities in the urine in cases of acute or congenital por-
: phyria.

Do not stop abruptly; slowly regain a sense of your surround-

- : { Watson-Schwartz Test - a qualitative screening test for the
ings before getting up. :

: diagnosis of AIP, based on the presence of porphobilinogen or
urobilinogen in the urine.

Disclaimer
Viewpoints and opinions expressed in this newsletter are those of interested
Y/, ”/ individuals and do not necessarily reflect the judgment of the Canadian
° I ; Porphyria Foundation. This newsletter is provided for general information
. United Way L . | .
Neepawa United Way only, and by reading it, you agree not to hold liable any of its contributors.
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