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PEM Friends is for people in the UK who suffer from
Pemphigus or Pemphigoid or those who care for them.

It’s a difficult emergence from the
deprivation of the last 2 years, isn’t
it? I’m sure that, like me, you are
keen to resume a ‘normal’ life but
not 100% sure if the vaccinations
delivered to a wobbly immune
system are going to protect us
adequately. Some of our PEM
Friends who have experienced the
dreaded Covid, have been given
antiviral treatment which seems to
have worked effectively. But I, for
one, am determinedly sticking to
wearing my FFP3 mask when in
close proximity to others.
In this edition of our magazine, we
have a variety of contributions from
specialists, patients and those who
help us. I hope you will find it
interesting to hear about Rituximab
– a treatment which still seems to
be offered on a patchy basis but
has proved to be very effective in
moderate to severe cases of PV.
And we have an update from Holly
who gives anyone with PEM hope
for having a family.
We have 2 new members in our
PEM team – Safa and Devni – both
of whom were sponsored by PEM
Friends for the Medics4raredisease
and Beacon Student Voice Essay
Competition. We enjoyed working
with them so much that we
persuaded them to stay with us and
were overjoyed that they said yes.
The patients they spoke to collected
data for their essays obviously
charmed them! Devni features twice
in this edition of the magazine. We
replicate her essay and she has
also been working with Andy on our
survey, soon to be launched. We
have very high hopes that we will
get a good response and collect a
lot of (anonymous) data that can be

used in our awareness
campaigning as well as to inform
our future plans.
Safa’s essay will appear in the next
magazine and you may see her
name associated with our
Instagram site. This will extend our
media coverage to a new
readership.
There is a new member of the
Centre of Evidence Based
Dermatology team, Mikolaj, who
informs us about the important
work they are doing in the next
round of research into BP. I’m sure
many of us will be impatient to
know the link between medications
(including vaccinations) and BP
triggers.
I have included a short explanation
of how PEM Friends is run in this
edition. You are welcome to get
involved in any way you would like.
We don’t use a lot of money, but
we do depend on donations and
grants such as that awarded
recently by GlobalSkin. Many of
you generously donate a regular
amount, enabling us to run a
website, continue to run our weekly
Zoom calls and attend
conferences. Sponsoring the run by
Simon, David and Mark will be a
real contribution to allow us to keep
going. Please do sponsor them.
All this and more. Especially an
update on our lovely little PEM
Friend star, Felicity.
Read on and we hope
you enjoy this edition.
Please don’t forget to
let us have feedback
and any requests for
our next edition.

Running PEM Friends
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By Isobel Davies

PEM Friends was the
brainchild of our
founder, Carolyn Blain,
who set the group up in
2000.
At that time, it was a
small group and there
were regular meetings
over lunch and
occasionally weekends.
Since that time, we
have introduced the
Facebook private group
(with over 500
members), and have
built close and active
relationships with other organisations set up to help patients like us. We are an important part of
many studies and research and have contributed to patient guidelines with the British Association
of Dermatologists and Moorfields Eye Hospital. We attend conferences such as the BAD Annual
Meeting and the European Association of Dermatology and Venereology, keeping them aware of
our diseases and us aware of new developments in them.
All of this takes time, a little money and lots of enthusiasm to help others with PEM and to put
these diseases on the map, decreasing diagnosis times and improving treatment options and
outcomes.
The PEM Council is, though, just a small band of volunteers. No-one is co-opted to take on any
activity, but we have each found a niche for our skills and interests. Our plans are modest, but we
do have a lot of commitment to them. The website, for example, has been our webmeister,
Ingrid’s brainchild and she keeps it going with love and dedication. Trina puts a lot of passion into
creating our magazine, which has an increasing distribution and imparts lots of information.
Without Andy, the technology and scientific glue that holds us together wouldn’t have happened,
and it is his determination that our survey is getting underway. I think it will be the start of
something very important. Andy, along with our Treasurer, Kal keep us solvent. When you depend
on ad hoc generosity, financial management is key. Umber gives us the calmness and
understanding of how we keep our communications expanding and reaching new audiences. And
Peta! Our little mermaid (see article ‘Water and Me’) is absolutely committed to getting us audio
visually presentable. No mean task! And last but by no means least, there is the patient, resilient
and constant Julie. Julie manages to join the meetings after a long day’s work and keeps our
Facebook group going come rain or shine.
We all manage the consequences of our diseases and our
energy waxes and wanes. We have huge ambitions for the
group, but need to manage our workload within our capacity.
As our very good and wise friend Caroline said, “little steps”.
Come and join us if you have ideas that you think would
help and have an interest in getting involved. We can always
use contributors to the media we are developing (eg blogs),
or being the point contact for the several organisations that
we partner with, such as the IPPF, GlobalSkin, Beacon,
BAD, etc.
Contact me at isobel@pemfriends.org.uk if you want to
chat about it.
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A wonderful arrival
By Holly
In August 2014 at the age of 16 I found my first blister, on my
chest. My GP mis-diagnosed it as many things and prescribed
all sorts of different creams and lotions. Painful blisters kept
coming and eventually started to appear all over my body and in
my mouth and my lips. I had a biopsy done in October it was
confirmed as Pemphigus Vulgaris. I had a very quick diagnosis
compared to other sufferers which I am extremely grateful for so
they started my treatment very quickly.
My Pemphigus was almost everywhere, all over my skin and in
my mouth, I was unable to eat anything except soft foods as the
sores made it so painful to eat and drink.
I was put on a dose of 45mg of Prednisolone and also put on
Dapsone then referred to Dr Groves at Guy’s Hospital, who specialises in blistering disorders in
December. After seeing him I was put on Mycophenolate and continued with the steroids. I was also put
on other medications to help with the side effects of these including Omeprazole, vitamin D, iron (as I
started to show signs of anaemia) and calcium tablets.
The main concern I had when being put on these immunosuppressive medication and steroids was how,
or if, it would affect my fertility and my chance to have a family in the future. The doctors didn’t seem too
concerned and they didn’t understand why i was asking these questions as I was only 16 but after a
diagnosis of a rare disease which has no cure you are forced to grow up and think about these things
and being a Mum is something I had always wanted. The consultants promised me that although you
cannot get pregnant on Mycophenolate as this medication causes birth defects it is an easy switch to
another immunosuppressant which is safe for use in pregnancy and can still manage the Pemphigus.
The mix of these medications cleared my skin but took years to clear my mouth and any time I would
flare it would be in the mouth, throat and lips very bad and the odd skin blister here and there.
In December 2016 I was given the Rituximab infusion and then again in January 2017, along with
continuing the treatment of Prednisolone and Mycophenolate. Between then and August 2020 I was
diagnosed with Osteoporosis in my spine and Osteopenia in my hip. I had been able to taper the dose of
Prednisolone after my appointments at the hospital and my blood results, but I was never fully in
‘remission’ as I would flare with stress and sometimes for no reason at all.
In August 2020 I made the switch from Mycophenolate to Azathioprine. After a few teething issues trying
to figure out the dosage it was quite a simple switch. At this point I was on Azathioprine and also 5mg
prednisolone and this kept my Pemphigus at bay and I only ever suffered with mouth blisters.
In April my partner of 10 years, Tim and I found out we were pregnant! Due
to the Pemphigus we were put under the Consultant Obstetrician at our
local hospital straight away and an early scan was booked in to confirm all
was well. Our first scan was at 8 weeks and everything was perfectly
normal, we were given a due date of 18th December.
The appointment with the community midwife was very long as we had to
go through all of my medical history (!!) During the early weeks of
pregnancy I suffered with really bad nausea and sickness but luckily I was
working from home due to Covid. We had all our growth scans booked in all
the way up until November, and monthly catch ups with the obstetrician. We
were made aware of the potential issues our baby would have due to the
long term steroid use and were prepared that our baby might have a low
birth weight which is why they were monitoring me so closely and was
classed as high risk.
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I was looking forward to the second trimester and was hoping the sickness
would soon ease however at around 22 weeks pregnant it got to the point I
was unable to keep fluids down and was constantly vomiting bile and strangely
the palms of my hands started to itch. I called the maternity assessment line
and was asked to come in straight away. After a few blood tests and a urine
sample they found a high number of ketones in the sample which indicated
dehydration. I was given anti sickness injections and put on a drip to bring my
fluids back up.
After a few hours on the drip we were about to head out of the door and go
home but the doctors came in and advised the blood test had picked up
something abnormal with my liver levels. They explained that I would need to be admitted overnight for
an urgent liver scan in the morning as my bile acids were just under 700 (the normal range is between 1
and 10). I was in hospital for just under 2 weeks and the doctors were honest and had no idea why my
liver levels were so high but prepared me for the worst and said I may need to deliver our baby at around
23 weeks. They also warned me of possible liver failure and I would need to be transferred up to King’s
College Hospital Liver Specialist Unit.
My obstetrician was in constant contact with my dermatologist at Guy’s and also the top liver specialist in
the country, Dr Michael Heneghan, based at King’s – they agreed to take me off Azathioprine
immediately and to start a tablet called Ursodiol which would help with my itching as that was getting
more and more severe. They said the itching is related to a condition in pregnancy called obstetrics
cholestasis which high causes bile levels to rise but they had never seen levels that high. I was scared to
come off Azathioprine as they didn’t want me to taper but wanted me to go from 1000g a day to 0 and
with PV and being pregnant I was scared I was going to wake up covered in blisters. To try and avoid any
possibility of this happening they doubled my steroid dose to 10mg.
Whilst at hospital I was having 4 hourly Doppler checks to ensure baby was ok and also 6 hourly blood
tests to monitor my levels and luckily these started to slowly decrease. The only problem was they
weren’t sure if it was stopping Azathioprine or starting the Urso which was helping so I continued with this
plan.
I was discharged from hospital but had to go back twice weekly for blood tests and also Doppler checks
to monitor baby’s movements and heart rate. The bloods were coming back as steadily decreasing. After
a few weeks my levels were still quite high but nothing as before and the plan was now to try and get to
34 weeks and if my levels were high we would be booked for an induction as cholestasis also increases
risk of still birth. I also had an appointment with Dr Heneghan at King’s to take part in one of their
research programmes in genetic liver conditions.
From 32 weeks I started to get decreased movements so had to go for regular CTGs which monitor
baby’s heart rate, I was on this machine for ages as the criteria never met and there were no
accelerations which was alarming. I was required to have 2 a day until the criteria was met which
eventually it was.
At around 35 weeks I started to get really bad back pain and we had a pre term labour test which said
there was an 18% chance I would give birth within the next 7 days. As I was past 35 weeks they felt
baby’s lungs would be strong enough not to require any steroid injections for additional help. I was
admitted to the ward and it would be a case of waiting to see if anything would happen. On Friday 19th
November while I was still at hospital, at 4 am, my waters broke naturally. Throughout the afternoon my
contractions were getting really bad and they were just in the back.
The midwives told me the plan would be to go to the delivery suite when a room became available. I was
taken to the suite at around 11 pm. I had a drip put in to help labour progress (along with a steroid drip)
and they advised nothing would happen until at least 10/11 am the next day and they also prepared me
for the possibility that, due to the situation, I might need a Caesarean.
However on Saturday 20th November at 3.31 am,
at 36 weeks exactly our beautiful baby girl Isla
was born weighing a healthy 6lbs 3oz. She didn’t
need any extra support and was just simply
incredible. We have never felt love like it before
and we feel so blessed and thankful that despite
everything Isla is healthy and happy.

Running 10k for PEM Friends
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By Trina Harris
On Monday 2nd May 2022, DAVID BARRETT, SIMON HARRIS and MARK RANSONTHOMPSON are running the 2022 Vitality London 10k on to raise much needed funds for PEM
Friends.
As you are all aware by now, the administration of PEM Friends is done by a team of patients, who
are committed and determined people who have been diagnosed with a PEM related rare disease
and they desire to help others who are going through the same experience. Our funding currently
comes from ad hoc or regular donations on a voluntary basis from the members.
PEM Friends fulfils many functions including: educating patients/families, sharing the illness
experience and raising awareness with medical professionals and being involved in research
projects.
Although we are focussed on people in the UK who have been diagnosed with either Pemphigus
or Pemphigoid, or those who care for them, we are affiliated with other UK organisations as well as
International groups who support us in these goals.
David, Simon and Mark have been training hard for this very long run! We truly appreciate the
huge determination they have all made in training and preparing for this run in May. Thank you all!
We will report how they got on and how much money was raised in the next edition of PEM Lives.

You can donate to support Simon, David
and Mark and ultimately, PEM Friends
in this run, by going to the PEM Friends
JustGiving page, by typing the following
into your browser:
https://www.justgiving.com/
crowdfunding/pemfriends?
utm_term=zr6nxKgpA
Please share with your friends
and family too!
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Rituximab as a treatment for
immunobullous diseases
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By Thomas Tull MRCP PhD
Locum Consultant Dermatologist,
Guy’s and St Thomas’ NHS Foundation Trust, London
Rituximab is a powerful drug that can be very effective in treating Pemphigus
as well as other immunobullous diseases. In this article I will describe how
rituximab works, how it is administered and the potential side effects of treatment.
Background : B cells, antibodies and immunobullous disease
Immunobullous diseases are blistering disorders that can affect the skin and mucosal surfaces
such as the mouth, eyes and genitals. These diseases are caused by antibodies that bind
important structural proteins and result in inflammation and tissue damage. There are many
different immunobullous diseases that vary from one another in the targets that these antibodies
bind. For instance, in Pemphigus Vulgaris, antibodies bind proteins called desmoglein 1 and 3
which are important for the bonds that link keratinocytes together. Keratinocytes are the building
blocks of the skin and essential for it’s structural integrity. When antibodies bind desmoglein 1 and
3, these bonds are weakened which causes separation of keratinocytes and the formation of a
blister.
Antibodies are produced by cells known as B cells and plasma cells. B cells are a type of white
blood cell that proliferate when they are activated and develop into plasma cells. Patients with
immunobullous disease therefore have families of B cells and plasma cells producing the
antibodies that cause the disease. Treatments for these diseases are therefore focussed in
preventing the proliferation of these cells or destroying them in order to reduce the amount of
disease causing antibodies.
What is Rituximab and how does it work?
Rituximab is a bioengineered antibody that binds a protein known as CD20 which is found on the
surface of B cells. When Rituximab binds CD20 it causes B cells to die rapidly and the drug
therefore results in the destruction of the majority of the body’s B cells. Unlike B cells, plasma cells
do not express CD20 and are therefore not directly targeted by Rituximab. However, the numbers
of plasma cells are thought to fall over the months following Rituximab treatment due to their short
life span and the fact that they have no B cells to replenish them. The reduction in the number of B
cells and plasma cells causes a fall in amount of disease causing antibodies which is usually
associated with clinical improvement, although this can take up to 6 months. Eventually new B cells
are produced by the bone marrow and B cells start to repopulate in the blood and tissues. The time
that it takes for B cells to repopulate varies significantly but is usually between 1 to 2 years after
receiving Rituximab. B cell repopulation can be associated with a relapse in the disease and often
repeat treatment with Rituximab is required.

Continued over...
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How is it is administered?
Rituximab is administered as an infusion 2 weeks apart. Each infusion involves inserting a
cannula or drip into a vein in the arm. Paracetamol and steroids are usually administered before
the infusion to reduce the risk of any side effects resulting from the body’s immune system
recognising the drug. The infusion usually takes a few hours as it needs to be administered
slowly.
What are the risks and side effects of treatment?
The most common side effects are related to the body’s immune system recognising the drug
during the infusion which causes an infusion reaction. This can cause redness and discomfort at
the site of the cannula. Some people can also experience fever, headache, wheeze or cough.
Rarely the infusion can cause a severe allergic reaction resulting in anaphylaxis where there is a
drop in blood pressure and swelling of the upper airways. For this reason, Rituximab is
administered in hospital where there are facilities to treat this rare but serious side effect.
Long term side effects of Rituximab are mainly related to an increased risk of infection. Rituximab
removes the dangerous B cells that cause the disease but also destroy the B cells that fight
infections and these remain depleted for 1-2 years after the treatment. The effects of Rituximab
are therefore irreversible and long lived. During this period of B cell depletion there is an
increased risk of infection of any type and a significant reduction in the body’s ability to mount
immune responses to vaccines. For this reason, it is very important that patients are up to date
with vaccines before they have the treatment. This is especially important with COVID-19
vaccination as more severe COVID-19 infections have been observed in unvaccinated people
who have received rituximab.
Why doesn’t everyone with immunobullous disease get Rituximab?
Rituximab is currently only licensed for the treatment of Pemphigus but is sometimes used ‘off
license’ to treat other immunobullous diseases. Due to the fact that Rituximab is a powerful and
long lasting drug it is generally given to patients who have severe disease despite treatment with
first line immunosuppressive agents such as Mycophenolate Mofetil. It is only licensed for the
treatment of Pemphigus because there is good evidence for its effectiveness for this condition. Its
effectiveness in the treatment of other immunobullous conditions such as Mucous Membrane
Pemphigoid and Epidermolysis Bullosa Aquisita is more variable although it can be effective in
these conditions.
Summary
Rituximab is a powerful drug that targets B cells and results in a reduction in the antibodies that
cause immunobullous diseases. Rituximab is administered as intravenous infusions administered
2 weeks apart. The main side effects are infusion reactions and an increased susceptibility to
infection. The effects of Rituximab are long lasted although relapse in the disease in common and
often patients require multiple treatments.

Please let us know if you are
willing or able

to contribute a little
time to help PEM Friends.
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Rare Disease Patient
Last year, we were invited to sponsor a student writing an essay about rare
diseases. In the end, we had 2 young students, Devni and Safa who took an
interested in Pemphigoid/Pemphigus. Please note their names as we are sure you will be hearing
from them again, as they have agreed to continue working with us. We are replicating Devni’s essay
below and will publish Safa’s essay in the next issue of our magazine. The essay is sponsored,
jointly, by Medics4Raredisease and Beacon (formerly known as Findacure).
The Student Voice Prize Patient Group Pairing Scheme gives medical students, nurses and
biological sciences undergraduate and masters students the chance to be paired with a rare
disease patient group to learn first-hand about their condition and patient experience.
The scheme benefits patient groups because it allows groups to share their story and
experiences with a doctor, nurse or scientist of tomorrow who may never have considered working
with rare disease before.
The scheme benefits students because it introduces them to rare disease early on in their career
and helps them to understand the patient experience. They will learn a first-hand account of what
it’s like to live with a rare disease in the hope that they walk away with a new perspective on rare
disease care, policy, research and treatment.

Intersectionality and Being a Rare Disease
Patient: The Story of Lisa
by Devni Edirisinghe

Rare diseases are considered an emerging global health priority. In Europe, a disease becomes
rare when 5 in 10,000 members of the population are affected by a particular disease. [1,12]
However, globally, around 300 million people live with a rare disease [2]. This figure demonstrates
the prevalence of rare diseases in the world and the significance of discussing, researching and
raising awareness of rare diseases.
What is Mucous Membrane Pemphigoid?
Mucous Membrane Pemphigoid (MMP) is a life threatening rare autoimmune bullous disease with
significant morbidity and mortality, quoted as 0.029 per 100 000, if left untreated [3]. I was privileged
to know more about MMP through Lisa, who suffers from MMP. I got to know her through PEM
Friends UK. Pemphigoid diseases are characterized by muco-cutaneous subepithelial blistering
which is caused by circulating autoantibodies against the basement membrane zone [4]. The
blisters are typically tense and do not break open easily which can leave permanent marks on the
skin or various mucous membranes of the body. Lisa explained: “the blisters in my mouth are
painful and prevent me eating crisps and spicy food which I like very much”. If the blisters burst, the
patients can be vulnerable to acquiring secondary infections such as oral candidiasis or even
developing sepsis. MMP is one of the clinical variants of pemphigoid diseases where blistering
predominates mucosal sites with or without involvement of the skin. The condition commonly affects
ocular, oral, esophageal and genital regions. The disease appears most frequently in the sixth and
seventh decades of life and despite there being no racial predisposition to developing MMP, MMP
predominately affects females [5].
Relevance of intersectionality
Isolating demographic discriminants such as age, gender, class or race in healthcare gives a rather
myopic view about the multiple identities and different positionalities occupied by individual patients.
Intersectionality is the overlap of the different social, economic and political factors that intersect
and influence one’s lived experience and their relation to the world. A wide variety of factors
including one's age, physical and mental well-being, accent, language capability, non-verbal
methods of communication, sexuality and belief systems can have profound impacts on the social
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determinants of health [6]. As the intersectional theory stresses, the systems of disadvantage,
oppression, privilege and “power intersect and co-produce one another, resulting in unequal social
experiences that characterise them” [7]. 2 By listening to Lisa’s story, I developed an in-depth
understanding about how intersectionality impacts on the lived experience of a patient with a rare
disease.
Delayed diagnosis
The UK government’s strategic aim is to make use of the advances in diagnostic
technologies to help improve faster final diagnosis and reduce the diagnostic delays
[2]. However, Lisa’s journey towards her final diagnosis was tedious and emotional
since there was an 8-months delay in the diagnosis. Within the context of America, the
diagnosis of MMP patients can get delayed at least in 12 months. [8]. Lisa’s symptoms started with
bleeding gums and excessive pain in the mouth, despite having always maintained good oral health.
When her own dentist was puzzled by her condition and was unable to help her, she had to seek the
help of a private periodontist who diagnosed her with desquamative gingivitis, which is a symptom of
MMP.
The diagnostic delay in rare diseases often results from the lack of familiarity and knowledge of the
condition among patients and healthcare professionals. Lisa explained how the “disintegrated
approach employed in the process of diagnosis also lead to delays in diagnosis”. Like in the case of
many patients with rare diseases, Lisa’s own “diagnostic odyssey” begins with her self-research on
her symptoms [9]. Being a former nurse, Lisa had the knowledge and experience to navigate
through the healthcare system and to further explore her condition. She reflected on the multifarious
challenges both social and personal she had to undergo due to her delayed diagnosis:
“My gums were so painful that I couldn’t eat properly. I brushed my teeth with my fingers. When I
asked for steroids, my GP refused to give me anything without a diagnosis”.
It was also poignant to me to hear how the absence of a right diagnosis affected her identity
formation, leading to believing that she will be ‘othered’ by the community:

“At times I felt that if I go out and all of a sudden start bleeding between my front teeth, I will scare
little kids on the road”.
Duality of (dis)advantage
When dealing with the above challenges, Lisa recalled how her former identity as a nurse in the
NHS helped her during the pre-diagnosis period. This shows that intersectionality (in this
case being a patient and being a former healthcare worker) can privilege some patients
3 while disadvantaging some others. Her story helped me imagine how patients who do
not have the cultural and social capital that enable easy navigation through the
healthcare system will find it difficult to successfully cope with the process of getting a
final diagnosis [10]. Regardless of her prior work experience at the NHS, Lisa’s condition
exacerbated her anxiety and unwilling to attend hospital appointments. Lisa has opted for
an advanced decision to not resuscitate if she is in a comatose state as she feels that it would be
impossible for her rare condition to be managed effectively when she is not able to communicate.
Lisa taught me how the very privilege of being knowledgeable about their condition can
simultaneously disadvantage them.
Identity borderlands
Underneath Lisa’s stories about her unbearable migraines and fatigue that made her bed-ridden at
least 3 days a week, I could hear and feel her reminiscence of an active life as a nurse. She said
that being a patient made her feel as though she was on “wrong side of the sheets”. This made me
realise the depth of the emotional burden lived by patients with rare diseases. It is pivotal that
patients are offered adequate mental health support within the family, the community and the
healthcare system.
Lisa often finds comfort in her twin sister, Ana, as a coping mechanism. They both suffer from
dermatological autoimmune conditions. I could see that Lisa is sandwiched between her strong
desire to help Ana and her incapacitated condition to help Ana at the same time due to her own poor
health. Lisa’s story touched my heart, urging me to understand the agony of dwelling on identity
borderlands: being a rare disease patient; and being a twin sister of a chronically ill patient at the
same time. Her challenges thus transcend managing daily physical activities [11].
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Mental health
Lisa says that medical practitioners often fail to join the dots of
the symptoms that appear in rare diseases with multi-system
involvement such as bleeding gums, hoarse voice, fatigue and
headaches. She has to play a game of “bingo cards” to get
multiple referrals from primary care to receive specialist care
different departments: gynaecology; and ophthalmology. She
explained that such “draining experiences” resulted in anxiety.
The COVID-19 pandemic situation has made her feel extremely
vulnerable [11]. Having to attend an in-person hospital
appointment, she recollected how her knees started shaking whilst sitting in the waiting room,
worrying about having no one to chaperone her. This story depicts volumes of her fear of being
isolated and disregarded as a person and as a patient [12, 13, 14,15]. In the shocking absence of
metal health support within the healthcare system for rare disease patients, she had to make a selfreferral to Talking Therapists (a programme that deals with mental health problems associated with
long term health conditions). The email Lisa sent me soon after our interview conversation reminded
me of the urgency of developing proper support systems for rare disease patients:
“It was notable that you are the only medic that has ever asked me how a diagnosis of MMP has
affected me emotionally”.
Social positionality of being elderly
As multiple mucosal sites can be affected in patients with MMP, Lisa is aware that new symptoms
can appear anywhere on the body at any stage in her life. MMP has a tendency to scar mucosal
surfaces leading to life-threatening complications such as blindness, oesophageal stenosis… A
survey found that 91% of UK participants were anxious about the prognosis for their disease, which
makes them feel uncertain about their future [13]. Lisa was scared to consider the implications of
being blind or being mistreated in care homes. I am now able to imagine the complexity of living
multiple layers of pain: personal, emotional, psychological and social [14].

Moving forward
Critically reflecting on Lisa’s story and the literature, I identified that the over-emphasis on the rarity of
rare diseases overshadows the complexity of the multiple challenges lived by the rare disease
patients. Raising awareness of the rare disease patients’ lived experiences should urgently be
addressed starting from Medical School curriculum. The patients can benefit from a coordinated
system of support that connect the individual, the community and the healthcare system.
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PEM Friends Patient/Carer
Survey By Andy Heath Ph.D.
Over the past 4 months we have been developing an
anonymised survey called ‘Living with PEM: triggers,
challenges in medical resource provision and
emotional impacts’. It has been created by Devni
Edirisinghe and me, Andy Heath (a PV patient and
member of PEM Friends). Before retiring, I was a
Senior Research Fellow at the University of Liverpool,
and Devni is a 5th Year medical student who has been
volunteering her time to help with various PEM Friends
projects. Other members of PEM Friends have also
provided valuable feedback at all stages of the
development process. As a rare disease patient, I’ve
been asked to fill in a lot of surveys, and I’m sure I’m
not the only one! ‘Survey fatigue’ feels like a real thing
and so I’m a bit concerned that people might not feel
like completing our survey. I hope the rest of this
article will encourage you to fill ours in!
Our web-based survey is for, and by, PEM Friends.
When it is sent, the link to the survey will only go out
to our private Facebook group and to our email list. In
total this amounts to more than 500 patients/carers.
As a patient myself I am very aware of privacy. The
survey responses are anonymous, and the results of
the survey will not identify any individual. The results
will be reported to PEM Friends via our private
Facebook Group and email list.
PEM Friends has many functions: we try to educate
and share the illness experience, we support each
other, we raise awareness with medical professionals,
and we are involved in research projects that may help
ourselves and others. The issues that our survey
addresses are based on queries and discussions that
frequently come up in our private Facebook group and
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at our weekly Zoom gatherings. Issues such as: “where
do we get our treatment”, “how long did it take to get
a diagnosis”, “what do we think triggers PEM”, “how
difficult is it to get diagnosis and treatment” and “how
has PEM affected our lives”. We’ve probably all
answered questions about these issues in some way or
other before, but our survey concentrates on just us as
a group and the results will paint a picture of our PEM
experience. The results of our survey will help to
support PEM Friends’ functions and help to guide its
future activities. The link to the survey will be available
soon and it will then be open for 3 weeks. I’ll then
merge and analyse the responses, produce a graphical
report, and share it with you all.
I hope you’ll be able to respond to our 10-15 minute
survey. The more of us who complete it, the more
significant the results will be. The results should give
us an accurate understanding of how we live with PEM
in the UK today.
Thank you in advance for helping to create this
valuable resource.

PEM Financials From Kalpesh Patel, our treasurer
Many thanks to those who have generously donated during the first quarter of 2022.
The support that we get from regular donors continues to grow and this income
helps so much with planning. Not forgetting the one-off donations that we have also
received this quarter; thank you. We would like to send our heartfelt thanks once
again to the family of Roy Ives, who sadly died last year, for another two substantial
donations that were made to PEM Friends. All of this financial support is very much appreciated.
During the quarter period 1st January to 31st March the net funds raised from donations was £2,065.84.
There was no grant income in this period, but we are in the process of applying for multiple grants and
we hope that some, if not all, will be awarded later in the year. Expenditure during this period amounted
to £1,227.15. This was spent on some of our Internet Services (website hosting, domain renewal and
email hosting) and the last issue of the magazine (printing, and postage and packaging).
David Barrett, Simon Harris and Mark Ranson-Thompson are putting in a huge effort to train for their
sponsored 2022 Vitality London 10k run at the beginning of May
to benefit PEM Friends. To all of you who donate, raise money,
Bank name:
HSBC
and give your skills and time, you keep PEM Friends afloat.
Account Number:
51504525
Thank you.
Sort Code:
40-08-33
If you would like to make a regular or one-off donation, please
Account name:
PEM FRIENDS
use our HSBC bank details shown.

News in brief….
*UK Rare
Diseases
Framework
The UK Rare Diseases
Framework lists the
priorities and underlying
strategic themes that
detail how the UK will
address the challenges
faced by those living with
rare diseases.
The UK Rare Diseases
Framework outlines 4
high-level priorities for
rare diseases in the UK

over the next 5 years:
1. Helping patients get a
final diagnosis faster
2. Increasing awareness
of rare diseases among
healthcare professionals
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that will detail the steps
each administration will
take to meet the shared
priorities of the
Framework.

4. Improving access to
specialist care,
treatments and drugs

The Department of Health
and Social Care would like
to thank the rare disease
community and all
stakeholders for their help
in developing the
Framework.

5. Nation-specific action
plans will be developed
within 2 years of the
Framework publication

*More information can be
found UK Rare Diseases
Framework - GOV.UK
(www.gov.uk)

3. Better coordination of
care

What is MMP?
What is Mucous
Membrane
Pemphigoid
(MMP)?

eyes, the inside of the
nose, the throat and
the genitalia. The skin
is sometimes affected
by a few scattered
*MMP is the most up- blisters. MMP usually
to-date term for this
starts in middle and
condition. Other
old age. Although it is
names include
not usually a serious
Cicatricial
condition in the
Pemphigoid, Oral
mouth, the diagnosis
Pemphigoid and
of any type of MMP is
Ocular Pemphigoid.
important as it will
MMP is an uncommon alert your specialist
to the possibility that
blistering condition
which most frequently the condition may
involve your eyes,
affects the lining of
the mouth and gums. even if you have no
Other moist surfaces symptoms. Eye
involvement (known
of the body (known
as mucous membranes) as Ocular Cicatricial
Pemphigoid or ocular
can also be affected,
and these include the MMP) does not occur
in all people with
surface layers of the
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MMP, but is potentially
serious as it may
cause scarring and
affect your
eyesight. Scarring may
also affect the throat
and the genitalia, and
may be very serious if
the larynx is affected.
* Information from
britishskinfoundation.or

“Other
names
include
cicatricial
pemphigoid,
oral
pemphigoid
and ocular
pemphigoid.”

Cold water and me
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By Peta Howell

It’s 6am, it’s dark and the deafening shrill of the morning alarm rings in my ear. “Good morning
Peta” says Alexa in a mildly irritating robotic voice, “it’s 6am and it’s 2 degrees in Teignmouth”.
I must be mad, I say to myself as I drag myself out of bed. I put on my swimming gear and head
out of the door. In 5 minutes time I will be in the south Devon Sea. It’s winter and the sea
temperature today is around 9 degrees.
Happiness comes in waves
As I walk through the splashing waves, I take a
deep breath. It hurts; there is a definite burning
feeling as the cold water grips me tight. My blood
pressure rises and heart rate increases as a rush of
stress hormones are released. However, after 30
seconds or so, the pain starts to subside. After two
minutes my skin reaches the same temperature as
the water my breathing slows down, and my blood
pressure lowers as I start to feel more comfortable.
Then, euphoria kicks in.
“If there is magic on this planet, it is contained
in water” Loren Eiseley
It is hard to explain the feeling, but it is visible on
the faces of my companions. It is a feeling of
release. It makes you feel alive and living in the moment. You cannot think about much else
whilst you are in the cold water.
As the sun rises above the vista and Larry (the name the locals give to the low hanging mist) rises
up over the estuary, there is an ethereal glow to the sea, reflecting off the faces of my swimming
companions. “Cold water for me is the only place I feel truly at peace. It forces me to be present
and releases the shackles of anxiety and self-doubt,” Nathan declares as he grins a grin that rivals
that of the Cheshire cat. Lisa exclaims, “The Sea is my calm and happy place where I can let go
of any worries and stresses. I am at peace in the water, in my own little world”.
Wash away your worries
In theory, the act of getting into cold-water tricks your brain into thinking it is about to die. Now,
this sounds extreme but on contact with cold water, your body induces a stress response. The
same stress response that your body has evolved over millions of years to respond to danger. In
response to that near death feeling, the body pumps you full of beta-endorphins. These
endorphins make you feel amazing – truly wonderful. It is the best way to start a day. After dipping
in water below 15 degrees just a few times, that stress response is reduced, and your stress
response to other every day worries is reduced.
Cold-water swimming has increased in popularity over the last 2 years, probably in response to
the pandemic. All across the country groups have formed and the companionship, combined with
the benefits of interaction with nature and the cold
water itself are having major implications on
depression and anxiety. Swim England conducted
some research for World Mental Health Day and
found that 43% of people who partake in cold
water dipping on a regular basis said it made them
feel happier.
There is growing evidence that suggests cold
water can support our immune systems by
stimulating the supply of the antioxidant gluthione
in the body.
Studies by the University of
Portsmouth suggest exposure to cold water can
improve
circulation
by
improving
the
responsiveness of the blood vessels. This
can also have positive effects on water
retention and regulation of blood pressure.
People also report reductions in
inflammation and chronic pain.

Peta
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Facing Diagnosis
Like many people facing a diagnosis of Pemphigus, my mental health took a tumble. The high
doses of steroids, the stress of a high-pressure job and management of the disease made life
difficult, it was hard to maintain my interests, and the
fatigue meant I withdrew from many of my social
activities. I also did not like the way I looked. The moon
face, the balding head and the weeping blisters caused
me such deep pain. Keeping stress to a minimum is vital
with a diagnosis of Pemphigus, so have I cracked it?
Have I found the magic key?
Happiness is…
I discovered the joy and benefits of cold water during
lockdown having just achieved remission from
Pemphigus. With cold water, I found friendship. With
cold water, I found a reconnection to nature. With cold
water, I found 10 minutes a day of pure calm. With cold
water, I can face the world.

VA

Vas Shend’ge 08.04.33 - 10.02.22
My beloved husband, Vas, passed away in February after a long and
difficult illness. He was born in rural India. His father was a government
doctor and the family was often moved to different towns and villages
according to his work.
Vas came to England at the age of seventeen. He was fascinated by
machines and wanted to study to be an engineer but at seventeen he was too young to go to
university so, instead, he started an apprenticeship and later became a draughtsman. Eventually, he
began working for a small engineering design and development company, becoming a director some
years later. He displayed remarkable talent and was respected by many in his field. He was known
affectionately as ‘The Wizard’ by his colleagues.
We met in London and instantly felt we belonged together. We married in 1968 and enjoyed 53
wonderful years together . We were convinced that we had always been together, were together now
and would always be together. I know this still to be true.
Our backgrounds, cultural and religious, were very different, but when we encountered Quakers
about thirty five years ago we both felt this to be our spiritual home. Over the years, Vas played an
active role in our Meeting.
I had and have health issues and always needed various treatments and hospital interventions.
Whatever happened, Vas was always there, always supportive and positive - together we could cope
with anything. About six years ago, I got Bullous Pemphigoid and Vas was my carer and constant
support during the long, hot, itchy and uncomfortable nights during the first few months. It seemed
that our togetherness was highlighted when he too developed Bullous Pemphigoid about three years
later! Fortunately, he went into remission very quickly.
After his long career in engineering, Vas moved into a very different field. He became involved with
charitable and voluntary work, sitting on various charitable committees including the Joseph
Rowntree Charitable Trust. Throughout his life Vas was universally loved and respected although he
never believed it. On hearing of his passing, many, many people described him as a ‘true
gentleman’ and so he was, in every sense of the word.
He was kind, loving, loyal, generous to a fault and had a delicious sense of humour.
He is sorely missed.

Lisa Shend’ge
We send Lisa and those families who have lost loved ones, our very deep condolences.

“Hello” and “Happy Easter”
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by Felicity, our youngest PEM Friend

?

Centre of Evidence Based
Dermatology (CEBD)
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CEBD conduct independent research into the treatment and prevention of skin disease that is
of direct relevance to patients, clinicians and NHS managers.
The Centre has an international reputation for skin research and evidence based practice. They
produce around 40-50 peer-reviewed publications per year and are one of the highest income
generators for non-commercial dermatology research in the world.
A team at the Centre of Evidence Based Dermatology, University of Nottingham, led by Dr Sonia
Gran have recently started a project looking at the association between medicines/vaccines
commonly prescribed in older people and Bullous Pemphigoid. Research Associate, Mikolaj
Swiderski, is conducting the research and the project is funded by the NIHR.
Mikolaj is currently completing his PhD. at the School of Mathematics. He used mathematical
modelling to explore how high temperature affects genes responsible for plants’ fertility for his
dissertation. Due to his multidisciplinary background, he has experience managing and analysing
various databases. He is keen to use his programming, data analysis and modelling skills for this
research project.

About the project:
Bullous Pemphigoid (BP) is the most common blistering disease, is a disease of
older people, and seems to be increasing worldwide. The cause of BP is,
however, unclear. Some studies show some commonly prescribed medicines and
vaccines may lead to BP, but the findings are from small specialist hospitals.
Stopping suspect medicines has been shown to help recovery from BP. Therefore,
better research is needed to identify which medicines and vaccines are linked with
BP and find alternatives less associated with BP.
We will use data routinely collected from over 1,700 GP surgeries across the UK to calculate the risk
of developing BP for patients taking certain medicines and vaccines compared to those not taking
them. This is an efficient way to research uncommon conditions like BP. It will reveal what happens in
healthcare settings across the country, not just in specialist hospitals.
We will consider medicines or vaccines commonly prescribed for older people such as antibiotics,
medicines for the heart and blood circulation, diabetes and dementia, and the influenza and Covid
vaccines. We will also use a novel computer science technique called machine learning, which
handles large amounts of data well, to allow us to corroborate our findings and identify other
medicines associated with BP.
Patients with blistering skin conditions, including BP, have helped to develop this study. They will help
us make sure the results are presented in an accessible format for patients to understand and
publicise them to the patient community. We are supported by the only UK based patient support
group ‘PEM Friends’ (www.pemfriendsuk.co.uk). In the words of one patient, “So little is known about
BP …the more awareness of what could trigger BP the better…”
We will publish our work and specifically target national prescribing
committees and other relevant organisations, the Royal College of General
Practitioners, the British Association of Dermatologists, and PEM Friends
to share details with healthcare professionals and patients. The study will
finish and results be presented in June 2023!
The research team are: Sonia Gran, Mikolaj Swiderski, Yana
Vinogradova, Roger Knaggs, Monica Persson, Grazziela Figueredo,
Carron Layfield, Vibhore Prasad and Rowan Harwood.
Patient partners are: Isobel Davies, Ingrid Thompson, Penny
Standen and Sue Norriss.
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P U Z Z L E PA G E
A LITTLE
BIT OF FUN

Spring is probably the
most well-known part of The
Four Seasons, a series of four
violin concertos by which
famous composer?
A. Joseph Haydn
B. Antonio Vivaldi
C. Franz Schubert
What happens in the North Pole when spring
comes?
A. 6 months of uninterrupted daylight
B. 6 months of uninterrupted
darkness
C. 6 months of alternating
daylight and darkness
The poem called “Ver”, literally meaning
“Spring”, is sung at the end of which play by
William Shakespeare?
A. Love Labour's Lost
B. A Midsummer Night’s Dream
C. Much Ado About Nothing
Which of the following vegetables is also
known as spring onions?
A. Chives
B. Shallots
C. Scallions

BUDS, DAFFODILS, FLOWERS, GRASS, RAIN,
RAINBOW, SEEDS, SPRING, TULIPS, UMBRELLA

signifies better
things to come. Knowing this
can help you get through
anything!

Answers
Antonio Vivaldi
6 months of uninterrupted daylight
Love Labour's Lost
Scallions

Working with
other groups
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One of the marked changes in in the past few years has been the extent
to which we have engaged with and been helped by other organisations.

Collaboration with other groups supporting people with PEM around the
world has been facilitated by the International Pemphigus and
Pemphigoid Foundation (IPPF) and in addition, our relationship with our
French friends the APPF has grown from strength the strength. We are
particularly grateful for their work representing our diseases on the ePAGS. These are the patient groups who work with the European Reference Networks (ERN’s) –
groups of medical specialists from across Europe whose aim is to pool knowledge to ensure
better access for patients with rare diseases to highly specialised healthcare, improving diagnosis
and care in medical domains where expertise is rare.
This type of collaboration can maximise the speed and scale of adoption and spread of
innovations in medical science and health technologies. We are hopeful that, despite BREXIT, UK
participation in these ERN’s, particularly the one relevant to us on SKIN and Autoimmune Bullous
Disease in particular continues.
The International Alliance of Dermatological Patient Organisations, better
known as GlobalSkin (we are a member) has, with the IPPF, provided us
with information, advice, links to other groups and access to potential new
treatments and trials. Following the IPPF Conference, we have spoken to
several Biopharmaceutical Companies who are doing great work on new
treatments for Pemphigus and Pemphigoid.
Findacure in the UK has also helped a lot. They run training and
information exchange sessions which keep us informed and building
(some) expertise in important areas such as social media marketing –
important if we are to grow awareness.
Several other organisations, including the Coronavirus
Community Support Fund (CCSF) Learning Hub (a result of being
provided with the National Lottery Community grant) have also
provided us with much needed ideas, information, learning
opportunities and an important boost to morale.
And last, but not least, we are very pleased to be allied with the
wonderful Penny at the PV Network.
Thank you to them all as well as to those not mentioned here!

www.pemfriends.org.uk

You will find a wealth of information as you look around the PEM Friends website.

Links to other groups:

Rareconnect:
https://www.rareconnect.org/en/community/pemphigus-and-pemphigoid
The International Pemphigus and Pemphigoid Foundation:
http://www.pemphigus.org
NHS: http://www.nhs.uk
Findacure: https://www.findacure.org.uk
PV Network: http://www.pemphigus.org.uk
GlobalSkin: https://www.globalskin.org
CCSF Learning hub: https://www.tavinstitute.org/projects/coronavirus-c
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