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AL amyloidosis

Matters
AL amyloidosis Patient and
Family Infoday videos available
We are pleased to announce that films of all the presentations from the
AL amyloidosis Infoday held on the 5 September 2014 in London are
now available to view online.
Myeloma UK holds Patient and Family AL amyloidosis Infodays every year
to bring people affected by the condition together to share experiences,
hear about the latest treatments and research direct from experts and to
learn more about the support Myeloma UK provides. These videos from
2014 Infoday include:
• Dr Julian Gillmore giving an introduction to AL amyloidosis
• Dr Ashutosh Wechalekar explaining current treatment strategies
• Prof Philip Hawkins outlining future treatment strategies
• Dr Helen Lachmann talking about the management of complications
of AL amyloidosis and side-effects of treatment
• Dr Marianna Fontana covering cardiac imaging in AL amyloidosis
• Patient Hill Gaston from Cambridge providing a personal account
of his experience of AL amyloidosis
The videos are all available on Myeloma TV www.myelomatv.org.uk.
Myeloma UK Services Events Co-ordinator Hannah Bingham said, “People
affected by AL amyloidosis get so much from Patient and Family Infodays:
apart from having the opportunity to chat with others in a similar situation,
up-to-date knowledge from a range of experts is very important when
making decisions about treatment and care. We are delighted that people
who were not able to attend the event will now have a chance to benefit
from the expert knowledge shared on the day.”
For a write up of the 2014 Infoday go to page 3.
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News&Notes
Ixazomib highlighted as a promising new treatment for
AL amyloidosis
The US Food and Drug Administration (FDA) has granted ‘breakthrough
therapy designation’ to ixazomib for relapsed and/or refractory AL
amyloidosis. Breakthrough therapy designation means that ixazomib
will be prioritised and reviewed by the FDA quickly to decide whether it
should be approved for use in the US. In Europe, new treatments must
be approved by the European Medicines Agency (EMA) before they can
become available. However, FDA approval of a treatment normally sets
a precedent for it to be approved across Europe. Ixazomib is a type of
drug called a proteasome inhibitor, like Velcade® (bortezomib) and Kyprolis®
(carfilzomib) which are used to treat myeloma. Unlike these, ixazomib
is an oral (by mouth) proteasome inhibitor and the first treatment for
AL amyloidosis to be granted breakthrough therapy status by the FDA.

Latest research in AL amyloidosis featured at ASH
The American Society of Hematology (ASH) 2014 Annual Scientific Meeting,
which took place in San Francisco from 6 – 9 December, featured a number
of oral and poster presentations on the latest advances in AL amyloidosis.
These included research on the genetic abnormalities associated with
AL amyloidosis which confirmed that although the condition shares some
genetic features similar to myeloma, on the whole it is different and lacks
some of the “high-risk” chromosome abnormalities seen in myeloma that
are normally associated with a poorer prognosis. Also presented was a
study in which doctors from the National Amyloidosis Centre investigated
the addition of a drug, doxycycline, to standard treatment in patients where
the amyloidosis has affected the heart. The results suggest some benefit
for patients with cardiac amyloidosis from the addition of doxycycline but
further work is needed to confirm these findings.

New approach for tackling amyloid deposits
Researchers in California have discovered a way to reduce secretion of the
abnormal proteins (which build up as amyloid deposits in AL amyloidosis)
from cells in the bone marrow which could act as a potential new target for
future treatment. In AL amyloidosis, an abnormal protein secreted by
plasma cells forms fibrils which deposit and damage organs such as the
heart, kidney and gut. Current treatment for AL amyloidosis uses
chemotherapy to kill the plasma cells. This treatment is not specifically
targeted and has many side-effects. The researchers found that activation
of a protein called ATF6 reduced the secretion of the abnormal amyloid
forming proteins from a part of the human cell called the endoplasmic
reticulum, which is responsible for folding proteins and secreting them into
the blood. Furthermore, they showed that activating ATF6 decreased the
aggregation of amyloid by around 75%, suggesting the potential to reduce
disease. The next step is to identify drug candidates that can activate ATF6.
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Special feature
A report on the AL amyloidosis
Infoday 2014
Author: Sue Perkins, Service Development Manager
Around 60 people attended the most recent Patient and Family
AL amyloidosis Infoday held in London in September to learn about the
latest research into AL amyloidosis and updates on current treatments
from experts.
Dr Julian Gillmore started the
Infoday with an introduction to
AL amyloidosis. He talked about
how AL amyloidosis is caused by an
underlying bone marrow disorder,
where abnormal plasma cells in the
bone marrow produce the amyloid
protein. This abnormal protein folds
and forms fibres (called fibrils) which
prevents it being cleared by the
body; fibrils infiltrate and damage
organs. AL amyloidosis can affect
any organ and the SAP (serum
amyloid P) scan is used to show
how amyloid is distributed in organs
and to help monitor whether amyloid
deposits are being removed
following treatment (called
regression). Treatment for AL
amyloidosis aims to help regression
by reducing the amount of amyloid
being produced by the body.
Dr Wechalekar then talked about
treatment for AL amyloidosis
explaining how this consists of
combinations of different drugs
which work together to kill the
abnormal plasma cells producing
the amyloid protein. Treatment is
given in four week cycles that
continue until the best response is
achieved (usually this takes between
four and six cycles). He also talked
about some of the newer treatments
being used in AL amyloidosis
including Imnovid® (pomalidomide)

and bendamustine which are
available on the Cancer Drugs Fund
for patients who have already had a
number of prior treatments. Other
treatments which are in, or about to
start, clinical trials are ixazomib
citrate and Kyprolis® (carfilzomib)
– both similar drugs to Velcade –
and daratumumab, a monoclonal
antibody.
Prof Philip Hawkins gave an
update on new developments in
diagnosis, in particular how new
tests are helping to distinguish
AL amyloidosis from other types of
amyloidosis. He also gave a brief
update on the research being led
by Prof Sir Mark Pepys FRS to
develop an entirely new type of
treatment for AL amyloidosis,
which is being developed with
GlaxoSmithKline and has now
completed a Phase I clinical trial.
Dr Helen Lachmann then gave a
presentation about the
complications and side-effects of
AL amyloidosis and its treatment,
explaining that the commonest
organs affected at diagnosis are
the kidneys and the heart. AL
amyloidosis and its treatment can
produce a lot of side-effects and
complications which can be difficult
to manage but Dr Lachmann
explained what can be done to

Prof Philip Hawkins at the Infoday
with Dr Ashutosh Wechalekar

manage cardiac failure, nephrotic
syndrome (when damaged kidneys
leak protein), postural hypotension,
fatigue, nausea, diarrhoea and pain.
Dr Marianna Fontana talked about
a new cardiac imaging technique.
Cardiac amyloid is one of the most
serious and common problems for
AL amyloidosis patients. Healthcare
professionals have had to rely on
ECHO (echocardiogram) scans
which can indicate the presence of
amyloid protein due to a thick heart
wall. ECHO is a very important test
to demonstrate heart function but it
can’t prove that any thickening of
the heart wall is due to amyloid –
often this is more commonly related
to high blood pressure. A new
technique called an equilibrium
contrast MRI test can now
distinguish between thickening due
to high blood pressure and amyloid,
and show the amount of amyloid in
the heart muscle.
The Infoday ended with an excellent
patient experience talk from Hill
Gaston who talked about how he
was diagnosed with AL amyloidosis,
his treatment so far and how he has
adjusted his lifestyle to cope with
AL amyloidosis.
You can watch videos of the
talks given at the AL amyloidosis
Infoday at www.myelomatv.org.uk
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Medical Matters
AL amyloidosis and
kidney disease
Author: Jude Leitch, Patient Information Specialist
This article covers kidney disease in AL amyloidosis, explaining what the kidneys do, symptoms of kidney
disease and some of its complications and treatment.

INTRODUCTION
Kidney disease is very common in AL
amyloidosis patients. Kidney disease
usually develops slowly (this is called
chronic kidney disease). Amyloid
deposits in the kidneys typically make
the kidneys leak proteins and may
also affect the ability of the kidneys
to filter the blood. This can lead to a
condition called nephrotic syndrome
in which the lower legs typically
become swollen. In some cases,
amyloid deposits mean that the
kidneys can no longer purify the
blood; this is called kidney or renal
failure. If kidney disease is severe,
function of the kidneys may need to
be replaced by a treatment called
dialysis to purify the blood.
WHAT ARE THE SYMPTOMS

WHAT DO THE KIDNEYS DO? OF KIDNEY DISEASE?
The kidneys carry out many essential
functions, including:
• Filtering the blood to get rid of
waste products from the
bloodstream

When the kidneys are not working
properly, harmful toxins and excess
fluids build up in the body, which
causes symptoms.
The symptoms of kidney disease
may include:

• Keeping the salt (e.g. sodium and
• Thirst
potassium) and water content of the
• Fatigue
body constant
• Persistent headaches
• Controlling blood pressure
• Loss of appetite
• Producing a number of essential
• Nausea and/or vomiting
hormones e.g. erythropoietin which
is essential for the production of red • Passing excessive amounts of
urine, or very little or no urine
blood cells in the bone marrow, and
an enzyme called renin which plays • Swelling in the lower legs
(oedema)
an important role in regulating
blood pressure
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• Shortness of breath

Although high blood pressure is a
common occurrence in kidney
disease, it is rare in AL amyloidosis.
Certain drugs help both the blood
pressure and the kidneys to function
more efficiently - they are routinely
used in many patients with kidney
disease. However, these drugs (like
ramipril or losartan) need to be used
with caution or avoided completely,
particularly if there are amyloid
deposits in the heart or if your blood
pressure is already normal or low.
If you are being treated for high
blood pressure it is important to
make sure your doctor knows about
your amyloidosis. If they are not sure
how to deal with this, it may be
helpful to suggest they contact the
National Amyloidosis Centre.

Nephrotic syndrome is an abnormal
condition of the kidney where large
amounts of a blood protein called
albumin leaks from the blood into the
urine. This in turn causes water to
leak out of the blood vessels into the
tissues causing swelling (oedema),
particularly in the lower legs.
The oedema of nephrotic syndrome
generally requires treatment with
diuretics, often called water tablets.
These are drugs which help your
kidneys to pass more fluid and
therefore help to reduce the swelling
in the lower legs. These drugs work
best with strictly controlling salt and
fluid intake. Your doctor will advise
on the exact details.

into a vein in the top of the leg or the
neck. This line is then attached to a
machine that pumps blood through
a filter. This gets rid of waste
products and excess fluids. After the
blood has passed through the filter it
is returned to the body. Each dialysis
treatment takes up to four hours and
is usually required at least three
times a week.

Peritoneal dialysis involves using the
peritoneum as a filter. The
peritoneum is a thin membrane
(covering) that surrounds and
supports the abdominal organs,
such as the stomach and liver.
During peritoneal dialysis, a small
flexible tube, known as a catheter, is
attached to an opening in the
TREATMENT
stomach. A special dialysis fluid is
If treatment for AL amyloidosis itself –
introduced into the space that
involving chemotherapy, steroids and
surrounds the peritoneum. As blood
newer drugs such as Velcade and
moves through the peritoneum,
Revlimid® – is successful, the buildwaste products and excess fluid are
up of new amyloid deposits in the
moved out of the blood and into
kidneys should be reduced or
the dialysis fluid. The dialysis fluid is
stopped which may stop further
then drained from the body. The
damage to the kidneys. The protein
process of peritoneal dialysis lasts
leak from the kidneys improves and
roughly 30 to 40 minutes and is
kidneys can heal the damage, but
repeated around four times a day.
kidney function already lost usually
Alternatively, it can be run overnight.
does not improve. Diuretics and
careful maintenance of fluid balance
There is no evidence to suggest if
through salt and drinking
one form of dialysis is better than the
restrictions are used as supportive
other in AL amyloidosis.
treatment for patients with
AL amyloidosis affecting the kidneys. KIDNEY TRANSPLANTATION
Transplantation is suitable for some
DIALYSIS
highly selected patients with AL
Dialysis is a form of treatment that
amyloidosis due to concerns about
replicates many of the kidney’s
the possible recurrence of amyloid in
functions. It is often used to treat
the transplanted kidneys as well as
severe kidney disease, where the
fitness for a major surgical
kidneys have lost most or all of their
procedure. It can be considered in
function.
selected patients whose underlying
There are two types of dialysis,
plasma cell disorder has been
haemodialysis and peritoneal dialysis. brought under control by
chemotherapy and who are
Haemodialysis is carried out by
inserting a dialysis line (a plastic tube) otherwise fit and healthy.

SUMMARY
Kidney disease is very common in
AL amyloidosis patients. Amyloid
deposits in the kidneys typically
make the kidneys leak proteins and
may also affect the ability of the
kidneys to filter and purify the blood.
The symptoms of kidney disease
include shortness of breath and
oedema. Treatment of the AL
amyloidosis itself, diuretics and careful
maintenance of fluid balance should
help to improve kidney function.
Dialysis may be required in severe
cases, and transplantation is a
possibility in a minority of patients.

KIDNEYS IN
10 SECONDS
• The kidneys carry out many
essential functions, including
filtering the blood of waste
products
• When the kidneys are not
working properly, harmful
toxins and excess fluids build
up in the body which causes
symptoms such as thirst,
shortness of breath and swelling
• Diuretics and careful
maintenance of fluid balance
ANY
QUESTIONS?
are used
as supportive
treatments
for patients
with
Call
our Infoline
on 0800
980
AL amyloidosis
affecting the
3332
or visit
www.myeloma.org.uk/amyloidosis
kidneys
AL amyloidosis Matters SPRING 2015 l 5

Patient experience
‘An incurable illness was
not on my radar’
Mark McConway is married to Audrey and has two children. Here he talks about his experience of
AL amyloidosis, including how he was diagnosed, his treatment and a fundraising cycle he completed
in May 2014.
It appeared that AL amyloidosis and
I had known one another for several
months before being formally
introduced in March 2011.

appointment. Knowing that I
couldn’t go on, I presented at the
A&E department of Queen Margaret
Hospital, Dunfermline, and I was
At that time, I was 47, fit and healthy. admitted.
I didn’t drink or smoke and observed In early March 2011, for two weeks,
a balanced diet. Living in a Fife
I underwent a variety of tests. Other
village, I was also an enthusiastic
than knowing that I was ‘nephrotic’
leisure cyclist.
(swollen ankles/legs etc), no
definitive diagnosis could be
An incurable illness was not on my
made. My cholesterol shot off the
radar!
scale at 25! Eventually, the decision
However, my journey began in
was made to carry out a kidney
November 2010 when I visited my
GP with suspected prostatitis. I also biopsy to get a tissue sample
mentioned that I was feeling queasy analysed. This was the turning
most of the time and had a pain just point. The biopsy itself was relatively
painless, if a little uncomfortable. As
below my right rib cage.
the risk of bleeding from the kidneys
By late January 2011, the prostate
can be quite high, it’s important that
problem was away but other
they target the area accurately. I had
symptoms were increasing. I was
no problems in this respect.
starting to get sick, sometimes with
Returned to the renal ward, I was
blood, and with an intensity that I’d
informed by my Renal Consultant,
never known before. On one
Dr Alfonzo, that amyloid had shown
occasion, I blew the blood vessels
up in the biopsy analysis. Slowly but
surrounding both my eyes just from
surely, as she explained that AL
being sick. Within days, my feet,
amyloidosis was a very rare
ankles and legs had swollen to
condition, and was potentially lifeabout twice their normal girth. I
shortening, my horizons started to
continued to work and cycle, but
cloud. Although they had detected
was becoming increasingly
amyloid, the doctors in Dunfermline
breathless and fatigued.
couldn’t say which type it was, the
My GP arranged for me to get an
ultrasound. She was concerned that extent of it and what my survival
chances were. This would require a
there was something happening in
referral to the National Amyloidosis
relation to my liver. There was also
Centre (NAC) at the Royal Free
raised protein level in my urine,
which suggested that there might be Hospital in London. First, I had to
get a bone marrow biopsy.
kidney involvement too. I didn’t

I was introduced to my
Haematology Consultant, Dr
McLintock, who carried out the
procedure. Where the kidney biopsy
was relatively painless, the bone
marrow biopsy was very painful, but
only for a small number of
seconds. Dr McLintock explained
that survival rates for people with
AL amyloidosis were not
great. Without knowing how the
extent of my AL amyloidosis and
how the amyloid deposits had
affected my organs, it was too early
to get a prognosis. This would only
come after the visit to the NAC. So,
with this information, I phoned my
wife, Audrey, and tried to give her
the basic information that I’d just
been given. Inevitably, we were both
stunned and unsure of how to
approach the future.

make it as far as my next

My visit was split over two days. In
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This was organised immediately and

I went home, not really knowing
how I was going to share this
information with family and those
close to me.
Our daughter, Alison, was working
in Austria as a teaching assistant at
the time and our son, Nathan, was
a student at the University of
Aberdeen so also living away from
home. In Ali’s case, we had to break
the news by Skype. Within two
weeks of leaving Queen Margaret
Hospital, Nathan and I were at the
NAC in London. Happily, everyone
there was extremely pleasant,
helpful and reassuring.

addition to similar blood and urine
tests that I’d had previously, I was
also injected with radioactive dye on
Day 1. On Day 2, I had my very first
SAP scan. It took around half an
hour and was pretty much like a
typical MRI scan, through the donut
shaped tunnel. No problems. Then I
met with Dr Julian Gillmore. He was
friendly, professional and provided
some much needed reassurance.
He asked if I’d done any of my own
research on AL amyloidosis since
getting the news. Up until then, I had
done some trawling of sites on the
internet but they didn’t add much to
what I’d learned from a Myeloma UK
newsletter I’d picked up, by chance,
in my local hospital, waiting for tests.
He then told me I had AL – or
systemic – amyloidosis. He said it
was being produced in my bone
marrow and was of the ‘light chain’
type. He told me it was affecting my
liver, kidneys, spleen and that there
were early indications that my heart
was also involved. He told me that
AL amyloidosis is an incurable
condition at this time and that the
prospects are not very
good. However, he said that in my
particular case he was pretty
confident that my AL amyloidosis
could be treated to help my body to
clear the existing amyloid deposits.
He went on to explain that my
organs were in pretty good condition
and nothing had failed yet. There are
no guarantees, but if they could
attack the production of amyloid in
my bone marrow, they could turn
the ‘tap’ off and allow the existing
amyloid to eventually escape my
body.
He thought I would be getting back
to fitness in about two years, but the
key thing was to start the
chemotherapy as soon as possible.
He said I would probably feel a lot
worse before I started to feel better.

Mark with Prof Philip Hawkins and Tom McLucas
Treatment for me involved
swallowing a lot of tablets, which
took a bit of getting used to,
especially as my fluid intake was
restricted to 1 litre per day. The
principal treatments were
cyclophosphomide,
dexamethasone, thalidomide and
a Fragmin® injection once a day,
but I also required furosomide and
spironolactone to reduce the fluid
and domperidone as anti-sickness.
In total, I would take approximately
560 tablets every 21 day cycle
for 5 cycles, taking me up to
mid-summer 2011.

was a pleasurable (if ghastly to the
observer!) addiction to roll-mop
herring, pickled onion and beetroot.

My taste was inevitably affected and
most food became inedible for a
while. The one notable exception

accept that this is the way that
things are now – at least until a cure
is found.

As my light chain levels came down
towards the normal range, I was still
very weak, having lost nearly 10kg,
weight I could ill afford to shed
(60kg is my normal weight).
Three months after finishing the
chemotherapy, I did my first bike
ride of 5 miles. By the end of 2012,
I had cycled 1,000 miles.

In May 2014, I arrived for my latest
appointment at the National
Amyloidosis Centre, having cycled
507 miles over six days to get there,
In order to keep track of the tablets
along with my friend and cycling
I was taking, and my outcomes each buddy Tom McLucas, and with my
day, I built a ‘cloud’ database and
brother, Matt, providing the logistical
recorded everything as frankly as
support. In the process, we
I could. In retrospect, it makes
managed to raise over £2,000 for
gruesome reading in places but
the Amyloidosis Research Fund.
demonstrates a clear and positive
I still have days where exhaustion
trajectory as far as being on
takes a hold and I have to sleep.
treatment is concerned.
The trick, I’ve learned, is just to

If you are interested in sharing your experience please contact Sue Perkins on 0131 557 3332 or
sue.perkins@myeloma.org.uk
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Fundraising news
Family duo conquer Ditchling Beacon
in aid of AL amyloidosis research
Martin Bolton-Smith’s wife Cheryl
was diagnosed with AL amyloidosis
in 2011. The shock of Cheryl’s
diagnosis with this rare, incurable
condition persuaded Martin that he
had to actively try to help Cheryl by
doing something positive himself to
support the work of doctors and
researchers at the National
Amyloidosis Centre. Martin
therefore set himself a challenge of
raising £20,000 in three years for
amyloidosis research.
By day Martin is a London cabbie
and he has organised a number of
cabbies’ collection at Heathrow
airport as part of his three year
fundraising challenge. He is very
grateful to his cabbie colleagues
who have raised about £3,000 for
the Amyloidosis Research Fund
through these collections. During
the three years since Cheryl’s
diagnosis, Martin himself has also
promoted social events, organised
clay pigeon shoots, run the Barnes
Green half marathon, the Brighton
marathon and swum the equivalent
distance of The English Channel in
12 weeks in Horsham pool.
To top off his three years of
fundraising before taking a wellearned break, Martin chose to
participate in the Doitfor charity
London to Brighton cycle ride in
September 2014. He was joined by
Cheryl’s cousin Jodey-Marie Wilson
and husband Barry, plus their
daughter Abbie, who is aged six,
helped their efforts by making a
special amyloidosis awareness
bracelet for the occasion.

competitors, decided to take it easy
and walk the steepest section. After
completing Ditchling Beacon and
cycling into Brighton, Jodey and
Martin crossed the finishing line
together; as Martin said, “We
started as a team, rode as a team
and finished as a team.”

Martin with Jodey-Marie

“Everything went so well” was
Martin Bolton-Smith’s verdict at
the end of the Doitforcharity
London-Brighton cycle ride in
September.

Martin and Jodey joined 3,000
competitors participating in the bike
ride with Barry providing support in
the back up vehicle. They got up at
3.00am on the morning of the
event to drive to Clapham
Common for the start of the ride. It
was a beautiful September day for
the 54 mile ride across the Sussex
countryside and a challenging
section in the South Downs.
A particularly difficult part of in the
ride is Ditchling Beacon (elevation
248m), notorious for losing riders
from the professional pelotons in
the UK stage of The Tour de France
and also in the Tour of Britain.
Martin was delighted to have
completed cycling Ditchling
Beacon without having to stop,
though Jodey, like many other

Before Cheryl’s illness Martin was
more of a sports’ spectator than a
participator, so the sporting events
he has undertaken have been a
personal challenge for him. Having
completed runs, swims and the
London to Brighton cycle, Martin’s
view is that the hard work training
for, and completing, the various
events cannot compare with what
Cheryl has to cope with each day.
Completing the London to Brighton
cycle ride helped Martin to exceed
his three year fundraising target,
meaning in total he has raised in the
region of £23,000. This is a
significant achievement which has
also helped to raise awareness of
AL amyloidosis and inspired others
affected by the condition to
fundraise too.
Martin will now be taking a well
earned break from fundraising,
knowing his efforts have helped to
raise awareness of AL amyloidosis
and vital funds for research.
To raise money for AL amyloidosis
research or the support and
information services provided by
Myeloma UK, call our Fundraising
Team on 0131 557 3332 or email
fundraising@myeloma.org.uk

Myeloma UK Broughton House, 31 Dunedin Street, Edinburgh EH7 4JG Tel: 0131 557 3332
Email: myelomauk@myeloma.org.uk www.myeloma.org.uk/amyloidosis Charity No. SC 026116

