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New AL amyloidosis Infoguide available
from Myeloma UK
Myeloma UK has added to its wide range of information covering
all aspects of treatment combination for AL amyloidosis with a
new Infoguide about cyclophosphamide, Velcade® and
dexamethasone (CVD).
The infoguide aims to help patients understand more about
CVD as a treatment for AL amyloidosis, answer questions about
CVD, help patients make informed decisions about treatment
and provide information for carers and family members.
You can get a copy of the
new Infoguide by:

Cyclophosphamide, Velcade®
and dexamethasone (CVD)
and AL amyloidosis

• Calling the Myeloma
Infoline on 0800 980 3332
• Emailing
support@myeloma.org.uk
For a full list of all Myeloma UK
AL amyloidosis publications,
visit www.myeloma.org.uk/
publications

AL amyloidosis
Infoguide
Series

AL amyloidosis

Date correction
Please note our 2016
AL amyloidosis Infoday
will take place on Friday
18 November at Park
Crescent Conference
Centre, 229 Great
Portland Street, London,
not 28 November as
stated in the previous
issue. We are very sorry
for any confusion.
To book a place call
Zara or Kirstie on
0131 557 3332.
For more information
visit www.myeloma.org.
uk/infodays

AL amyloidosis
treatments
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News&Notes
PRONTO clinical trial
The PRONTO clinical trial, which
featured in News & Notes in the last
issue, is now open.
This Phase II trial is investigating the
monoclonal antibody drug NEOD001
in AL amyloidosis patients who have
previously responded to treatment and
have ongoing cardiac problems.

The aim of the trial is to measure
whether or not NEOD001 improves
cardiac problems in AL amyloidosis
patients. The trial is opening in three
centres in the UK; the Centre for
Clinical Haematology, Birmingham,
Leicester Royal Inﬁrmary and The
Royal Free Hospital in London.

Early amyloidosis detection probe
Scientists in Sweden have developed a
new molecular probe which can detect
amyloid deposits in various organs.
The probe is very sensitive and in
tests it was able to detect very small
amyloid deposits in samples that were
previously classed-amyloid-free using
traditional detection methods, which
involve taking biopsies to examine

under a microscope to look for
amyloid. The scientists who developed
the probe said that in the future they
hope the probe can be used to
diagnose AL amyloidosis in patients
who are at high risk of developing
the condition before they develop
symptoms and any associated
organ damage.

Cytogenetic abnormalities in AL amyloidosis
A Korean research team have
investigated which cytogenetic
abnormalities occur in AL amyloidosis
and compared them to those found in
other abnormal plasma cell disorders
including myeloma.
234 patients’ cytogenetics were
examined including 28 AL amyloidosis
patients. Six of these AL amyloidosis
patients also had myeloma.
Chromosomal abnormalities were

found in 13 of the 22 AL amyloidosis
patients without myeloma; all of these
patients had damage to the same gene,
called the IGH gene.
The study also showed different
chromosomal damage between
myeloma patients and AL amyloidosis
patients with myeloma, compared
to AL amyloidosis patients without
myeloma.

New ﬂuorescence microscopy detects
amyloid deposits
Using ﬂuorescence microscopy and
an amyloid-speciﬁc dye has shown
promising results in detecting amyloid
deposits in AL amyloidosis patients. A
study looked at the compound h-FTAA
which emits yellow red ﬂuorescence
when it binds to amyloid deposits
in various organs and doesn’t stain
surrounding tissue. In the study, 114
amyloid-containing tissues, which had
already been identiﬁed by Congo red
- a traditional dye for identifying
2
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amyloid deposits - were examined.
There was a 100% correlation between
h-FTAA and Congo red in positively
identifying amyloid deposits in the
samples. However, h-FTAA was able
to positively identify small amyloid
deposits in the kidney, liver, pancreas
and duodenum, which were not
detected by Congo red. h-FTAA is very
sensitive and this is one of the reasons it
is able to detect amyloid deposits which
Congo red is not able to.

Highlights from the
8th UK Amyloidosis Network Meeting
BY MAGGIE LAI
Scientiﬁc Medical and Education Specialist, Myeloma UK

The 8th UK Amyloidosis
Network (UKAN) meeting
which took place in
February at the National
Amyloidosis Centre (NAC),
London, provided the
opportunity for doctors,
nurses and patients to
hear about and discuss
the latest developments
in amyloidosis. This year
the focus was on AL
amyloidosis and its effects
on the heart.
Dr Ashutosh Wechalaker presented
results from a study involving
AL amyloidosis patients with
advanced cardiac involvement.
Patients receiving additional
doxycycline treatment alongside
conventional chemotherapy
treatment appeared to have
improved survival compared to those
who only received conventional
chemotherapy.
Doxycycline is an antibiotic normally
used to treat different bacterial
infections. How it works in cardiac
AL amyloidosis was the subject of
discussion amongst the delegates
including the possibility that it
interfered with light chain production,
ﬁbril formation or simply reduced
the risk of infection. Nonetheless, it
was agreed that the data provided
compelling evidence that supportive
treatment with oral doxycycline
should be considered for cardiac
AL amyloidosis patients.
The role of novel drugs as potential
treatments for AL amyloidosis was
presented by Prof Morie Gertz, Mayo
Clinic, USA. In particular, he spoke
about NEOD001, a new monoclonal
antibody which targets an area
unique to the amyloid light chain

protein and then uses the immune
system to clear the amyloid deposits.
Prof Gertz described the ﬁndings
from a recent Phase I/II trial involving
patients receiving NEOD001
maintenance treatment once every
28 days after completing their
initial treatment. These patients had
ongoing organ dysfunction but with
NEOD001 treatment, organ function
improved signiﬁcantly. For patients
with cardiac involvement, the length
of treatment correlated with a decline
in the cardiac marker NT-proBNP,
indicating improvement in heart
function.
Prof Gertz announced that on the
basis of these results, a global Phase
III trial had opened at various centres
in the UK. He also predicted that
the new myeloma drugs such as
Kyprolis® (carﬁlzomib) and Ninlaro®
(ixazomib), Farydak® (panobinostat)
and Darzalex® (daratumumab) would,
in the next few years, be used in AL
amyloidosis as well.
In the ﬁnal session Prof Sir Mark
Pepys, NAC London presented an
overview of the new treatment he
developed for clearing amyloid
deposits, namely CPHPC plus antiSAP antibody treatment. Initial trial

results showed that a single dose
was capable of clearing amyloid
deposits as demonstrated on SAP
scans. Patients with liver involvement
showed improved function and plans
were afoot to start a Phase II trial
focusing on cardiac amyloidosis.
Prof Sir Mark Pepys warned that
patients still required standard
chemotherapy treatment to remove
the source of the amyloid light chain
proteins and that CPHPC plus antiSAP antibody treatment should be
seen as supplementary treatment to
allow the deposits to be cleared more
quickly and therefore improve quality
of life and organ function for patients.
These and other presentations show
the signiﬁcant advances being made
in AL amyloidosis with new
approaches being developed to
eliminate amyloid deposits and
remove the underlying abnormal
plasma cells. It is encouraging to
see UKAN continuing to support
healthcare professionals across
multiple disciplines to work together
to improve treatment and care for
patients.
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MEDICAL MATTERS
How is AL amyloidosis monitored?
BY VICKY KING
Patient Information Officer, Myeloma UK

This article explains the
importance of monitoring
AL amyloidosis, the tests
and investigations used
for monitoring what the
results mean.
Introduction
It is important that AL amyloidosis
patients are monitored regularly to:
• Measure response to treatment
and change treatment if necessary
• Determine AL amyloidosis activity
over time
• Detect complications so they can
be monitored and treated
There are several tests and
investigations used to monitor
AL amyloidosis and these will vary
from patient to patient depending
on the organs affected. These tests
and investigations will be repeated
throughout a patient’s treatment
and care.

Frequency of tests
Tests and investigations to monitor
AL amyloidosis are usually required
every 1 - 6 months. Most tests and
investigations are done at patients’
local hospitasl with a blood sample
also sent to the National Amyloidosis
Centre (NAC).
Some investigations require specialist
equipment that is only available at the
NAC and they are carried out every 6
months to a year.
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Types of tests and
investigations
There are several tests and
investigations which assess the
activity of AL amyloidosis and/or the
organs affected. These include:

Serum Free Light Chain Assay
(SFLCA)

Full blood counts (FBC)
This is a common test to check the
number of different cells in the blood
including red blood cells, white
blood cells and platelets. It is a broad
screening test to check for signs of
infection, inﬂammation or whether a
patient is anaemic (has low levels of
red blood cells leading to tiredness).

In AL amyloidosis the abnormal
plasma cells make too many light
chains which are released into the
blood as free light chains. SFLCA is
a test which uses a blood sample to
measure two types of free light chains,
known as kappa and lambda which are
produced by abnormal plasma cells. In
AL amyloidosis, one of these two light
chains is elevated outside the normal
range.

Alkaline phosphatase
level test

Measuring free light chains can
indicate AL amyloidosis activity (high
free light chain levels indicate that
the bone marrow problem causing
amyloidosis is active and amyloid
protein is deposited more quickly)
and whether there is any disease
progression.

Creatinine blood test

The SFLCA is carried out regularly
to determine how well treatment is
working i.e. to see whether treatment
is reducing the number of free light
chains. It is also used to monitor
AL amyloidosis, to see if it remains
stable when the patient is not
receiving treatment. During treatment,
it is generally done at the start of
each cycle of chemotherapy and after
completing treatment, every 1 - 2
months.

This is a test using a blood sample to
show how well the liver is working.
Alkaline phosphatase is a protein produced by the liver and is found
in the blood. High levels of alkaline
phosphatase in the blood can
indicate amyloid deposits in the liver
causing problems with its function.

This test measures the levels of
creatinine in the blood. Creatinine is
a waste product which is normally
ﬁltered by the kidneys from the blood
and disposed of in urine.
In AL amyloidosis, if amyloid is
deposited in the kidneys, it can stop
them from functioning properly
and make them less able to remove
creatinine from the blood.

Troponin T and NT-proBNP
blood tests
Two proteins, Troponin T and
NT-proBNP, can give an indication
of heart function. When the heart
is damaged, Troponin T and
NT-proBNP are released into the
blood. Measuring these two proteins

can be used to determine if the heart
is affected by amyloid deposits and
to determine whether treatment
is working in patients with cardiac
AL amyloidosis (if it is, the amyloid
deposits will reduce).

Echocardiogram
This test (also known as an ECHO)
uses ultrasound to show information
about the structure and function of
the heart.
When AL amyloidosis affects the
heart, the walls of the heart may
become thickened which means the
heart becomes very stiff and hence
affecting its function. The actual
pumping function of the heart remains
good in AL amyloidosis except in very
advanced disease.
The heart function is assessed by
looking at the pictures on the screen
during an ECHO and also by a number
of measurements of heart function.

Electrocardiogram
This test (also known as an ECG)
measures the rhythm and electrical

activity of the heart and shows
whether the heart is working normally
or not.
If amyloid deposits affect the heart,
this can alter the heart’s rhythm and
electrical activity. These alterations
can be detected by the ECG test.

Serum amyloid P component
(SAP) scan
The SAP scan provides a whole body
overview showing the amount and
location of amyloid deposits within
the organs and tissues of the body
without the need for invasive biopsies.
It is particularly useful at detecting
amyloid deposits in the liver, kidney,
spleen and bones. The scan is carried
out at the NAC in London.
Serum amyloid P component (SAP) is
a protein which is found in the blood
and binds to amyloid deposits. Before
the scan takes place, a small amount
of SAP is tagged with a radioactive
tracer and injected into a vein. The
tagged SAP binds to any amyloid
deposits present in the body. A scan
is then performed 6 to 24 hours after

the injection to show the presence of
amyloid deposits tagged with SAP,
which highlights the amount and
distribution of amyloid throughout
the body.
The SAP scan is normally repeated
every 6 -12 months to monitor the
amount and distribution of amyloid
deposits throughout the body.

Summary
It is important that AL amyloidosis
is monitored frequently, to check
response to treatment and any
disease progression. Additionally,
monitoring also means that if
treatment is not working then
monitoring tests will show this so that
an alternative treatment can be used.

For further information
visit www.myeloma.org.uk/
amyloidosis to view our AL
amyloidosis Essential Guide
or call 0800 980 3332 to
order a hard copy.

Myeloma UK AL amyloidosis patient information
Our range of AL amyloidosis Essential Guides, Infoguides and Infosheets
have all been rebranded to make them more accessible for patients, carers
and families.
To order copies call the Myeloma Infoline on 0800 980 3332 or visit
www.myeloma.org.uk/publications to download.
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PATIENT
EXPERIENCE

“I’VE HEARD OF AMYLOIDOSIS, BUT NOT SINCE
MEDICAL SCHOOL...”
Mike Brown is a
retired HSSE (health,
safety, security and
environment) manager
who worked in the oil
and chemical industry
at a large reﬁnery in
Cheshire for 42 years.
He is married to Irene,
his rock over the past
four years, and they
have four children and
seven grandchildren.
He was born on the
Wirral peninsula and still
lives there. His interests
include football, he is an
Everton season ticket
holder; playing golf, he
is a member at Royal
Birkdale Golf Club; and
cricket, he follows the
England cricket team. He
also rides a range of twowheeled toys that include
Harley-Davidson and
BMW motorcycles and a
couple of cycles.
I was diagnosed with AL amyloidosis
in April 2012 when I was 58 years
old. I have liver, spleen and kidney
involvement. This followed two years
of investigations, separately, by a
gastroenterologist and a nephrologist
into liver and kidney symptoms that
my GP had referred in early 2010. My
liver symptoms were a couple of liver
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function tests trending up. I was
having my blood tested monthly
as I was taking methotrexate for
arthritis. As for the kidneys, I was
passing blood in my urine and took
a sample to my doctor. Unconcerned
about the blood (“it’ll just be a little
infection”), when he did the dip stick
test he detected protein. So started
two years of investigations.
In hindsight, I think it’s safe to say
that amyloid was forming and
being deposited from at least two
years before I was diagnosed. I still
believe that this was a relatively
quick diagnosis of a rare disease,
though. It was the gastroenterologist
that ﬁnally called for a liver biopsy
and this was what ﬁrst identiﬁed
the presence of amyloid in my liver,
identiﬁed by the Congo red staining
of the sample. The nephrologist
followed suit with a kidney biopsy
and, sure enough, there was amyloid
there, too, identiﬁed again by the
Congo red staining of the sample.
Within a month I was referred to the
National Amyloidosis Centre (NAC)
in the Royal Free Hospital, London.
How did I feel? When the
gastroenterologist told me I had
amyloid on my liver it went straight
over my head. I’d never heard of it!
When I pushed him for prognosis
and treatability he wouldn’t answer
my questions. Not his ﬁeld of
expertise, to be fair. He’d got me a
very quick referral to the experts in
the NAC and I was very grateful for
that. I was also grateful that he’d hit
on something deﬁnite, that whatever
it was that had forced me to stop
playing golf because of fatigue and
breathlessness now had a chance

to be ﬁxed. But I did what most
people probably do when I got home
from that ﬁrst mention of the word
amyloid - straight onto the internet.
I was sorry I did because there isn’t
much good news to read about this
disease. When you know a little more
about it you realise that a lot of what’s
online is out of date. I asked all the
healthcare professionals I knew about
amyloidosis and a typical reaction was
“Well, I’ve heard of amyloidosis but
not since medical school.”
My two days in the NAC in April
2012 were arguably two of the most
important and fruitful days of my life.
With their suite of tests and scans,
including a bone marrow biopsy and
aspirate, they were able to conﬁrm a
diagnosis of systemic AL amyloidosis.
Now it’s not the greatest day in your
life when you’re told you’ve got a rare,
incurable, life threatening disease.
However, the doctor who diagnosed
me ﬁlled me with optimism by ﬁrst
describing what chemotherapy would
do for me and then informing me of
a drug that was under development
that can “clear amyloid from a mouse
in the lab like that (he clicked his
ﬁnger)”. At this time my lambda
free light chains measured 495mg/l
(versus a ‘normal’ range of 6-26mg/l).
I was put on CTD (cyclophosphamide,
thalidomide and dexamethasone)
treatment to reduce my lambda free
light chains and stop the production
of amyloid. This was managed by a
local hospital on the Wirral, Arrowe
Park. I was on the treatment from May
to October 2012. It proved successful
and, once recovered from the
treatment itself, I noticed how much
better I felt physically.

Irene had been with me for the
diagnosis. While a little shell-shocked
at the seriousness of the disease,
it felt like a bit of closure on the
unknown. I was given several booklets,
produced by Myeloma UK, from which
I learned a lot. At least now we knew
what we were up against. I adopted a
positive attitude from the start - I’m a
survivor, not a victim. I decided to be
completely open about my disease,
prognosis and treatment with family,
friends and my team at work and told
them all everything as I understood it.
Not easy - emotional times but well
worth it for the love and support I
received in return.
I had continued working throughout
the CTD treatment, albeit at much
reduced hours. I had the fortune to be
working for a top class company and
had a very understanding boss who
was fantastic with me. Chemotherapy
has a cumulative effect, I’ve found,
and it really affected me more than
the symptoms of the disease itself.
I was only managing about four
hours a day in work, and at a greatly
reduced capacity. Through this period
I decided to take early retirement,
which I did in November 2012,
because I was in the very fortunate
position that I could and felt it was
time to concentrate on my ﬁtness
and health. I was playing golf again
in February 2013. I went on to have
a fabulous 18 months of remission,
which included fulﬁlling a lifelong
ambition to get to Australia for an
Ashes test series at the end of 2013.
This, despite the fact that my lambda
free light chains had started trending
up again from mid 2013.
Then another twist to the story: I was
asked if I’d be a patient volunteer
in a drug trial that may result in
amyloid deposits being removed from
involved organs. Wow, where do I
sign? Yes please! So started another
journey with the monoclonal anti-SAP
antibody drug discovered by Prof Sir
Mark Pepys and developed by GSK.
I received three doses in all during
2014/early 2015 and was delighted to
learn at the end of the trial that some
amyloid had been removed from my
liver. The SAP scan in the NAC showed
a reduction and the elastography test
on my liver showed a reduction in
stiffness. Happy days! Hope for us all.

Inevitably, my lambda free light
chains reached a point in 2014 where
more treatment was required. This
time the plan was for a Velcade/
dexamethasone combination
culminating in high-dose therapy and
stem cell transplantation (HDT-SCT).
Cue more Myeloma UK booklets.
I was on the Velcade/dex from May
to August 2014 and was breezing it
until the last cycle and a half, when
I suffered quite severe side-effects
of sickness and diarrhoea, leading to
dehydration and low blood pressure,
for which I was hospitalised brieﬂy.
However, the most serious side-effect
was neuropathy in my lower limbs
and from my knees down went numb.
Not pleasant, and still with me to
this day. However, the Velcade did
the trick and conditioned my bone
marrow sufficiently to be conﬁdent
that a good set of cells could be
collected for my autologous stem cell
transplant.
My stem cells were harvested in
September 2014 and I had my HDTSCT in the Royal Liverpool Hospital
on 16 April 2015. It was a challenge
for sure because melphalan is a
quite brutal chemo drug. I was so
grateful to get visits from Irene (every
day), my son and daughters and
friends while I was in hospital. Their
support meant so much. There were
a couple of really rough days, too, but
I just kept focusing on the positive
outcome that was going to come
my way as a result of this fantastic
biological engineering process I’d
been privileged to receive. It was

disconcerting to see my blood counts
reducing over the days following the
transplant. My white cell count went
to zero for a number of days, so now
I had no immune system. A physically
and mentally trying period. However,
once ‘engraftment’ of my nice fresh
cells happened I felt much better and
so another recovery journey started.
The outcome I’m expecting from the
HDT-SCT is a much longer period
of remission (years, hopefully). Here
I am, having just celebrated my 1st
“re-birthday”, with no further chemo
required yet.
I am being as active as possible since
my HDT-SCT and am now enjoying
riding my motorcycles and playing
golf again. I feel lucky to have got
life back to as normal as I could have
reasonably expected.
The investments I’ve made in time
spent during the various treatments
since 2012 have been well worthwhile.
I will be forever grateful to the
wonderful healthcare professionals
who have cared for me at the NAC in
the Royal Free Hospital in London, the
team in the Bone Marrow Transplant
Unit in the Royal Liverpool University
Hospital, the team in the Haematology
Unit of Arrowe Park Hospital, Wirral
and the teams who administered the
trial drug in Quintiles London and GSK
in Addenbrookes Hospital, Cambridge.
The support I’ve had from my wife,
family and friends throughout this
period is second to none and I love
them to bits.
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Fundraising update
Raising funds and awareness for Myeloma UK
Earlier this month, Thirusha Lane,
Lead Nurse and her partner
David Hutt, Lead Nuclear Medicine
Technician at the National Amyloidosis
Centre (NAC), took part in the inaugural
Myeloma UK London Paris Ride.
From the 5 - 9 May, 125 riders cycled over 500km for a
grand ﬁnale ﬁnish in Paris, riding past the Arc de Triomphe
under police escort and then on to the ﬁnish near the
Eiffel Tower.
Although the ride was to raise funds for Myeloma UK,
Thirusha said the couple took part because “Myeloma
UK provides so much support and information to AL
amyloidosis patients and their family members. Also the
research Myeloma UK funds is critical in advancing the
development of new treatments in AL amyloidosis.”
Thirusha and David are thrilled to have completed this
challenging ride, while raising over £4,000, of their £5,000
goal. If you’d like to help them reach their goal and leave
them a congratulatory message visit www.justgiving.com/
fundraising/Thirusha-David-Darren.

Myeloma UK will be holding another London Paris Ride on 25 - 29 May 2017. For more
information on our 2017 ride or to view videos and photos from our 2016 ride visit
www.myeloma.org.uk/ride.

RIDE TO RAISE RESEARCH
FUNDS FOR AL AMYLOIDOSIS.

25-29 May 2017.
Anyone with a bike and some determination can take
part and change the future for AL amyloidosis patients.

spread the word
www.myeloma.org.uk/londonparis

Myeloma UK, 22 Logie Mill, Beaverbank Business Park, Edinburgh EH7 4HG
T: 0131 557 3332 E: myelomauk@myeloma.org.uk
www.myeloma.org.uk/amyloidosis

Charity No: SC 026116

