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Mastocytosis and MCAS

For patients, physicians, families and caregivers

EDUCATION RESEARCH ADVOCACY SUPPORT

The Australasian

The Australasian Mastocytosis Society (TAMS),
founded in 2011, aims to:

Provide a network for individuals with mast

cell activation disorders (MCADs), including all
variants of mastocytosis and subtypes of mast cell
activation syndrome (MCAS), along with parents
and carers.

Connect patients to medical practitioners and
specialists with knowledge of MCADs.

Link together with similar associations worldwide
to collectively gather research data, share
resources and knowledge in the hope of greater
understanding, treatment practices, medications
and overall improved health outcomes for those
living with MCADs.

Providing you with connection and support:

TAMS provides connection, education, support, up-
to-date patient information and research through our
website, online events and e-newsletters.

TAMS also advocates for the Australasian MCAD

community in dealings with the medical community, at
key forums and with local and federal government.

Become a TAMS member

TAMS members receive:

® regular e-newsletters with research and trial
updates,

@® secure, on-demand access to education and support

videos

@® discounts to TAMS events.

visit mastocytosis.org.au

Mastocytosis Society

Patient education

Education, support, networking

Visit the TAMS website for details on our webinars,
featuring expert practitioners, patient advocates and
more.

TAMS’ online events offer opportunities for patients,
parents, carers, families and medical professionals
to connect, gain knowledge and useful resources on
various health topics.

Join our live sessions or become a member to access
a library of past webinars on-demand. Learn from
experts across various disciplines, gaining insights
into overcoming obstacles, optimising quality of life
and managing the challenges of mast cell activation
disorders and chronic illness more broadly.

Visit

Follow us on Facebook:
(@australasianmastocytosissociety

Follow us on Instagram:
(@australasianmastcells

Make a donation

Your tax-deductible donation makes a difference. Help
raise awareness of and support people with mast cell
diseases and fund future research projects.

Visit mastocytosis.org.au to donate and get
further information or contact us:

The Australasian Mastocytosis Society

PO Box 865 Port Macquarie NSW 2444
info@mastocytosis.org.au e
Or donate via EFT:

Regional Australia Bank

Account: The Australasian Mastocytosis Society Inc
BSB 932-000, Account Number 500155798




What are mast cell
activation disorders
(MCADs)?

Often referred to as “mast cell diseases,” MCADs are

an umbrella term for conditions caused by mast cell
dysfunction. These disorders involve either an increased
number of mast cells (excessive proliferation) or abnormal
activation of mast cells in response to non-typical triggers,
such as stress, infection or unknown allergens. This leads
to the excessive release of mast cell mediators, which can
affect multiple organ systems and cause a wide range of
symptoms.

The two main subcategories of MCADs are:

Mastocytosis: A rare group of conditions involving
increased mast cell production and abnormal
accumulation in one or more organs.

Mast cell activation syndrome (MCAS): Conditions where
mast cell numbers are normal, but they activate and
release mediators inappropriately, causing widespread
symptoms.

MCADs may also present in a combined form, known

as combined MCAD, where a primary condition such

as systemic mastocytosis or monoclonal MCAS occurs
alongside secondary triggers like allergies, infections,

or autoimmune disorders. Additionally, people with an
MCAD and the inherited trait hereditary alpha tryptasemia
(HaT) may receive a supplementary classification of HaT-
associated MCAD. While these classifications do not change
the primary diagnosis, they may be helpful for treatment
reviews and monitoring. In cases of combined MCAD, they
may also point to the need for additional therapies or follow-
up. MCADs can develop in childhood or adulthood, often
without a clear cause. Symptoms may be acute or chronic,
ranging from mild to severe, and in some cases may include
life-threatening reactions such as anaphylaxis. However,
most MCADs are not considered life-limiting.

WHAT ARE MAST CELLS?

Mast cells reside in the bone marrow and various tissues,
such as the gastrointestinal tract. They are crucial to the
immune system. They play a key role in infection and
inflammatory responses by releasing granules containing
substances like histamine and tryptase (mediators) when
they detect potential threats. In MCADs, these cells can
proliferate abnormally or become overactive, leading to
excessive accumulation and release of mediators and a
variety of symptoms.

MASTOCYTOSIS

Mastocytosis is a rare condition classified as a unique
category of myeloid neoplasm. While it involves abnormal
growth and accumulation of mast cells, it is not considered
cancer.

Mastocytosis can affect individuals of any age and

is broadly categorised into three groups: cutaneous
mastocytosis, which includes maculopapular, diffuse and
solitary forms; systemic mastocytosis (SM), which includes
non-advanced types such as indolent SM, bone marrow
mastocytosis and smouldering SM; and advanced SM,
accounting for less than 5% of cases, which includes SM
with an associated haematologic neoplasm, aggressive SM
and mast cell leukaemia (MCL). Mast cell sarcoma is also a
rare and distinct form capable of progressing to MCL.

CHILDREN WITH MASTOCYTOSIS

The most common form of mastocytosis in children is CM,
accounting for approximately 90 per cent of paediatric
mastocytosis. Children with CM who have onset of skin
lesions within the first two years of life (most cases)

have an extremely favourable outcome, as spontaneous
resolution or improvement is common after several years.
CM that develops after the age of two years tends to
persist and, in some cases, will be reclassified as SM.

MAST CELL ACTIVATION SYNDROME (MCAS)

MCAS is diagnosed by exclusion and is separate from
proliferative mast cell disorders like SM. It can occur at

any age and is classified into three subtypes: primary
MCAS, involving clonal mast cells often with KIT mutations;
secondary MCAS, triggered by conditions such as allergies,
infections or autoimmunity; and idiopathic MCAS, where no
clear cause or genetic mutation is identified.

Overt MCAS is uncommon, and after investigation many
people receive diagnoses of conditions with similar
symptoms not caused by mast cell activation. Although

it can co-occur with conditions such as Ehlers-Danlos
syndromes or postural orthostatic tachycardia syndrome,
these diagnoses are not diagnostic indicators, and routine
testing for MCAS in people with these conditions is not
recommended.

MAST CELL DISEASE SYMPTOMS

Patients with MCADs may experience a range of
symptoms affecting multiple organ systems, including
pulmonary, cardiovascular, dermatologic, gastrointestinal,
musculoskeletal and neurological systems. MCADs

can affect multiple organs, resulting in a wide range of
symptoms, including:

. Skin: facial flushing, itching and hives

. Heart: low blood pressure, rapid pulse and heart
palpitations

. Gastrointestinal: abdominal pain, ulcers, cramping,
diarrhea, nausea and vomiting

. Respiratory: wheezing and shortness of breath

. Neurologic: light-headedness, headaches, fatigue, lack
of cognitive function (brain fog)

. Musculoskeletal: bone pain
. Haematologic: anemia

Multiple symptoms may appear all at once, which is
sometimes described as an attack, flare or episode. Some
symptoms, such as anaphylaxis, can be severe and life-

threatening while others may be debilitating, persistent and
impact day-to-day activities.

Individuals diagnosed with MCADs and those under
investigation may receive treatment from doctors,
sometimes referred to as supportive care. Please speak to
your medical team to learn more about specific symptoms
and management.

COMMON TRIGGERS

Certain medications, substances or environmental factors
can be mast cell activation triggers. Triggers can be unique
to each individual and can include, but are not limited to:

. certain foods and alcohol

. certain medications, drugs and radiocontrast dyes
. perfumes, chemicals and other odours

. venom from insect stings

. infections

. exercise and other physical and emotional stress

. sudden changes in temperature

In some cases, the trigger may be unknown.

ANAPHYLAXIS

Anaphylaxis is the most severe form of reaction and can
be life-threatening. It results from the sudden, widespread
release of chemical mediators from mast cells and
basophils. This reaction typically affects multiple body
systems and may involve some or all of the following
symptoms:

o Mouth: itching, swelling of the lips and/or tongue

o Throat: itching, tightness, hoarseness or a feeling of
throat closure

o Skin: itching, hives, redness, swelling or flushing

o Gastrointestinal: nausea, vomiting, diarrhoea or
abdominal cramps

. Respiratory: shortness of breath, wheezing or
persistent cough

o Cardiovascular: rapid or weak pulse, dizziness, fainting
o Psychological: sense of doom, anxiety or agitation

Anaphylaxis is a medical emergency that requires
immediate treatment. People with a severe allergy

or history of anaphylaxis should carry an adrenaline
(epinephrine) autoinjector and a personalised ASCIA
Action Plan. Speak with your General Practitioner to ensure
your plan is clear and up to date.
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