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A brighter future for people with serious allergies

Systemic Mastocytosis (SM) is a rare condition in which too many mast cells build up in
different parts of the body. Mast cells are a normal part of the immune system and help
protect the body by releasing chemicals such as histamine during allergic reactions and
infections.

In Systemic Mastocytosis, these extra mast cells can accumulate in the bone marrow,
skin, gastrointestinal tract, liver, spleen, and other organs. Because there are more mast
cells than normal, when the mast cells are triggered large amounts of chemical
messengers are released. This can cause large reactions. Mast cells in mastocytosis can
be set off by known or unknown triggers.

The severity of symptoms varies from person to person. Many people have mild
symptoms that can be managed with medication, while others may experience serious
reactions, such as anaphylaxis, or have ongoing symptoms that are still not well-
managed with medication and trigger avoidance.

Systemic Mastocytosis can cause a wide range of symptoms, including:
e Flushing (redness and warmth of the skin)
e ltching or hives
e Abdominal pain, nausea, vomiting, or diarrhoea
e Dizziness or fainting
e Rapid heartbeat
e Bone or muscle pain

o Fatigue
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Systemic Mastocytosis is usually diagnosed through:

blood tests - including a full blood count (FBC), measuring blood tryptase levels,
and sometimes a genetic test for the common mast cell mutation called c-kit.

a bone marrow biopsy test - a diagnosis of systemic mastocytosis is usually
made by finding changes on a bone marrow biopsy.

an ultrasound scan to look for enlargement of the liver and spleen.

a DEXA scan to measure bone density.

Research suggests that nearly half of people living with systemic mastocytosis will

experience serious allergic type reactions, called anaphylaxis, at some point.

Anaphylaxis (ana-fil-ax-is) is a serious, life-threatening allergic or mast cell activation

reaction that develops rapidly and requires immediate treatment. In a person with

systemic mastocytosis, they may experience anaphylaxis because the large number of

mast cells release massive amounts of histamine and other inflammatory chemicals.

Anaphylaxis in systemic mastocytosis may occur in response to what we often think of

as typical allergens but may also happen in response to things that are not usual causes

such as:

Insect stings (wasps, bees or even jellyfish)
Medical procedures

Certain medications

Stress

Poor sleep patterns and sleep deprivation
Temperature changes

Exercise

Drinking alcohol
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e Sometimes without any obvious trigger

More serious symptoms are often referred to as the ‘ABC’ symptoms and can include:

e AIRWAY - swelling in the throat, tongue or upper airways, hoarse voice, difficulty
swallowing.

e BREATHING - sudden onset wheezing, breathing difficulty, noisy breathing,
persistent cough.

e CIRCULATION - dizziness, feeling faint, sudden sleepiness, tiredness, confusion,
pale clammy skin, loss of consciousness or collapse.

The term for this more serious reaction is anaphylaxis (pronounced ana-fil-ax-is).

Most healthcare professionals consider an allergic reaction to be anaphylaxis when
there are one or more ABC symptoms present as part of a reaction.

In extreme cases there could be a dramatic fall in blood pressure. The person may
become weak and floppy and may have a sense of something terrible happening. ABC
symptoms may lead to collapse and unconsciousness and, on rare occasions, can be
fatal.

Read more about anaphylaxis.

Anaphylaxis in people with Systemic Mastocytosis often involves low blood pressure
(with dizziness, confusion, or collapse) without obvious airway or breathing problems,
and without much rash or swelling. It is therefore critical to recognise this distinction in
people with systemic mastocytosis when assessing for anaphylaxis, recognising that it
may not be typical.
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Although it is not always possible to prevent anaphylaxis, several measures can reduce
the risk.

Know Your Triggers
Common triggers include:
e Bee, wasp, or ant stings

o Certain medications (such as opioids, some antibiotics, non-steroidal anti-
inflammatory drugs (NSAIDs), and some anaesthetic drugs)

e Alcohol

e Sudden temperature changes

e Physical exertion (especially when combined with another trigger)
e Emotional stress

o Certain foods (if food allergy is present)

e Ifyou are also suffering from hay fever

e Ifyou are suffering from an infection, or have recently had one.

If the person with systemic mastocytosis has asthma and it is not well controlled, this
could make an allergic reaction more serious more quickly. Make sure you discuss this
with your GP or allergy specialist and take any prescribed medicines.

Managing your triggers

People with Systemic Mastocytosis can have different triggers so managing triggers can
require a personal toolkit.

e Ensure family and friends know your triggers and know how to recognise and
treat anaphylaxis

e Learn to recognise your triggers by keeping a personal log / symptom diary to
start to recognise patterns. People with systemic mastocytosis are not advised to
avoid a whole list of things that they have not reacted to, but knowing that
something might be a trigger can be helpful in identifying a potential problem.
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o ldentify ways to manage your stress. Allergies and Anxiety: Practical Coping

Strategies for Everyday Life | Anaphylaxis UK

o Identify exercise that your body can tolerate
o Develop night time routines to aid better sleep
o ldentify clothing that helps you maintain a comfortable body temperature

e If environmental factors affect you consider wearing a mask (e.g. during pollen
season or when airborne scented or cleaning products are causing symptoms)

e Join The UK Mastocytosis Support Group for national support

Take Your Prescribed Medications
Your doctor may recommend medications to reduce mast cell activation, including:
e Antihistamines (H1 blockers)
e H2 blockers
e Leukotriene receptor antagonists
e Mast cell stabilisers

e Other specialist treatments depending on your condition.

Systemic Mastocytosis can cause unpredictable reactions, including anaphylaxis. It is
therefore important to give you confidence to have an emergency plan in place and
with you at all times.

If you experience mild allergic symptoms (without ABC symptoms), you may be
prescribed antihistamine medicine that you take by mouth. If you are at higher risk of
anaphylaxis you may be prescribed adrenaline devices to use in an emergency.

It's important to know exactly how and when to use your prescribed adrenaline device.
Healthcare professionals can show you how to use it, and there are also resources such
as practice devices and videos on manufacturer websites.

Adrenaline options currently available on prescription in the UK include:
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* Adrenaline auto-injectors (AAls) - such as EpiPen and Jext.
* Intranasal adrenaline - EURneffy, a needle-free nasal spray.

With what is known currently, injectable adrenaline is preferable to intranasal
adrenaline in people with systemic mastocytosis. Please speak to your health
professional about treatment options and if you have any concerns.

You must carry two in-date forms of prescribed adrenaline at all times as a second dose
may be needed if symptoms do not improve after five minutes or get worse. People
with systemic mastocytosis often need more than one dose of adrenaline, so you
should always call an ambulance if you have anaphylaxis, even if you are responding to
the adrenaline initially.

Read more about what to do in an emergency.

e Carry your two adrenaline devices at all times, if prescribed.

e Use adrenaline immediately if anaphylaxis is suspected.

o Always seek emergency medical care after using adrenaline.

e Discuss an individual anaphylaxis action plan with your specialist.

e Early recognition and prompt treatment of anaphylaxis can be life-saving.

e Always tell healthcare providers that you have systemic mastocytosis before:

o Surgery

o Dental procedures

o Imaging tests involving contrast dye

o Vaccinations (which are generally recommended)
o Being prescribed new medications

o Some procedures may require special precautions or pre-medication and
observation afterward
e Have copies of recent test results, current medications with you at all times i.e. in
your car, on your phone. (download the NHS App to have all medical information
to hand).
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Please help us to improve our information resources by sending us your feedback at: -

https://www.anaphylaxis.org.uk/information-resources-feedback/

All the information we produce is evidence based or follows expert opinion and is
checked by our clinical and research reviewers. If you wish to know the sources we used
in producing any of our information products, please contact info@anaphylaxis.org.uk
and we will gladly supply details.

The content of this factsheet has been peer-reviewed by Dr Andrew White a specialist
at the Department of Allergy and Immunology at Derriford Hospital and Dr Fiona
Moghaddas Consultant Allergist and Clinical Immunologist at Bristol NHS Foundation
Trust.

We are not aware of any conflicts of interest in relation to the review of this factsheet.

Financial sponsorship for this initiative was provided by Blueprint Medicines, a Sanofi
company, in compliance with industry code of practice. Blueprint Medicines has had
no input into or editorial control over the content, development, or delivery of this
initiative.

The information provided in this factsheet is given in good faith. Every effort is taken to
ensure accuracy. All patients are different, and specific cases need specific advice. There
is no substitute for good medical advice provided by a medical professional.

Anaphylaxis UK is the only UK-wide charity solely focused on supporting people at risk
of serious, life-threatening allergic reactions. We provide information and support to
people living with allergies through our free national helpline. We also campaign and
fundraise to achieve our ultimate aim, to create a safer environment for all people at
risk of serious allergies. Visit our website www.anaphylaxis.org.uk and follow us to keep
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up-to-date with our latest news. We're on Facebook @anaphylaxisUK, LinkedIn,
Instagram @anaphylaxisUK, and you can find our podcast here.
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