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Fact: You can have anaphylaxis from 
inhalation of a trigger (cont.)



u “Anaphylaxis from non-ingestion exposure, such as contact with intact 
skin or being close to an allergen, is uncommon [but does sometimes 
occur].” (Lieberman 2015)



u “Case reports and controlled studies in which foods are vaporized 
through heating have shown that reactions, primarily respiratory, can 
be elicited. These observations support limiting exposure to allergens 
being cooked.” (Sicherer 2010)



u “In some cases, severe allergic reactions may be seen in patients who 
only inhale or come in contact with food allergens, thereby making 
avoidance even more difficult.” (Chapman 2006)
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Fact: Mast cell reactions are not the 
same as anaphylaxis
u These are the potential scenarios when a mast cell patient starts 



experiencing more severe symptoms than usual.



u The patient experiences flushing, nausea, diarrhea and hives. They don’t take 
rescue meds and the symptoms resolve. This is a mast cell reaction. This is 
not anaphylaxis.



u The patient experiences flushing, nausea, diarrhea and hives. They take 
rescue meds (not including epi here) and the symptoms resolve. This is a mast 
cell reaction. This is not anaphylaxis.



u The patient experiences flushing, nausea, diarrhea and hives. They may or 
may not take rescue meds (not including epi here). Either way, the symptoms 
do not resolve. The amount of mast cell degranulation triggers a large scale 
reaction that initiates anaphylaxis. This is anaphylaxis and requires 
epinephrine. There are two possibilities here: it was anaphylaxis from the 
beginning, or it started as a mast cell reaction and became 
anaphylaxis. Either way, it requires epinephrine and other rescue meds.
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Fact: Systemic symptoms is not the 
same as systemic disease



u Systemic symptoms refers to symptoms affecting multiple organ systems at 
the same.



u The term “systemic MCAS” is nonsensical. All cases of MCAS can affect 
multiple organ systems at the same time and are therefore all systemic.



u When patients say “systemic disease”, they mean systemic mastocytosis.



u Activated mast cells release mediators that travel within the body and can 
cause symptoms in various organ systems.
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Fact: Severe symptoms are not a sign of 
malignant disease



u The relationship between symptom severity and disease staging has been 
investigated thoroughly.



u Symptom severity is not predictive for disease staging.



u Patients with malignant forms of systemic mastocytosis (aggressive systemic 
mastocytosis, mast cell leukemia) often report fewer chronic symptoms than 
indolent systemic mastocytosis and mast cell activation.



u “One important aspect in this regard is that mediator-related symptoms per se are 
not indicative of aggressive mastocytosis unless accompanied by C-findings.” 
(Valent 2003)



u ISM is predominantly characterized by symptoms related to mast cell 
degranulation/ mediator release/ and/or allergies or anaphylaxis. In contrast, 
aggressive mastocytosis variants (aggressive SM, mast cell leukemia) are 
characterized by organ dysfunction related to mast cell infiltration. (Pardanini
2013)



u syndrome.
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Fact: Mast cell diseases are not 
inherently life limiting



u Cutaneous mastocytosis patients have normal lifespans.



u Indolent systemic mastocytosis (ISM) is the most common form of SM. ISM is 
benign. Life span is normal.



u Smoldering systemic mastocytosis, aggressive systemic mastocytosis, and mast 
leukemia are associated with shorter life spans. Prognosis varies wildly.



u Epidemiologic data is needed to really understand the prognosis of MCAS. 
However, it is currently thought that MCAS has the same prognosis as ISM.
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Fact: Mast cell disease is not inherently 
progressive



u The term “disease progression” means the advancement of a disease to a 
more serious stage. 



u For mast cell disease, an example of disease progression is smoldering 
systemic mastocytosis worsening and becoming aggressive systemic 
mastocytosis.



u Worsening of mast cell symptoms is not disease progression.



u From 5-10 years after diagnosis, 1.7% showed disease progression. From 20-25 
years after diagnosis, 8.4% showed disease progression. (Pardanini 2013)



u Overall risk of transmission to acute leukemia or ASM (from ISM) was low (<1% 
and 3%, respectively.) (Pardanini 2013)



u In a study of 74 ISM patients, 8% progressed to SSM and 4% progressed to ASM. 
(Matito 2013)
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Fact: Notes:



Anaphylaxis can occur without loss of airway.7 Loss of blood volume (low blood pressure) can occur 
regardless of airway inflammation, can result in shock, 
and can be fatal.



You should never wait for emergency responders to 
administer epinephrine.7



Delay in the administration of epinephrine is the single 
greatest risk factor for fatal anaphylaxis. 



You do not have to ingest something to have 
anaphylaxis.7



The scent of something is enough for many people.



You can have anaphylaxis to “natural” ingredients.7 Yes. You. Can. 



The reason you have to go to the hospital after using 
epinephrine is not because it is so dangerous.7



You go to the hospital after using epinephrine to receive 
IV fluids, IV medications, and to be monitored for 
biphasic reaction.



Charts describing stages or phases of anaphylaxis are 
not applicable to mast cell patients.7



These charts are not applicable to people with baseline 
allergic symptoms.
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Fact: Notes:



Cutaneous mastocytosis can spontaneously resolve.8 Cutaneous mastocytosis can resolve in children for 
unknown reasons. Adult onset cutaneous mastocytosis 
does not resolve spontaneously and is usually a sign of 
systemic mastocytosis.



Note from author: I personally think cutaneous 
mastocytosis in children, so called mastocytosis of 
childhood, is a distinct condition from adult onset 
cutaneous mastocytosis.



TMEP (telangiecstasia macularis eruptive perstans) is a 
form of UP (urticaria pigmentosa).8



TMEP is a form of UP.



Some patients are born with mast cell disease.9 You can be. Mastocytosis onset before the age of 2 is the 
most common presentation.



Mast cell disease is heritable.10 The misconception that mast cell disease is not heritable 
is pervasive and the result of the fact that the CKIT 
D816V mutation is not heritable. Mast cell disease can 
affect multiple members of the same family, often with 
different forms of the disease.










Fact: Notes:

Cutaneous mastocytosis can spontaneously resolve.

8

Cutaneous mastocytosiscan resolve in children for 

unknown reasons. Adult onset cutaneous mastocytosis 

does not resolve spontaneously and is usually a sign of 

systemic mastocytosis.

Note from author: I personally think cutaneous 

mastocytosis in children, so called mastocytosis of 

childhood, is a distinct condition from adult onset 

cutaneous mastocytosis.

TMEP (telangiecstasiamaculariseruptive perstans) is a 

form of UP (urticaria pigmentosa).

8

TMEP is a form of UP.

Some patients are born with mast cell disease.

9

You can be. Mastocytosisonset before the age of 2 is the 

most common presentation.

Mast cell disease is heritable.

10

The misconception that mast cell disease is not heritable 

is pervasive and the result of the fact that the CKIT 

D816V mutation is not heritable. Mast cell disease can 

affect multiple members of the same family, often with 

different forms of the disease.


image17.emf



Slide References Related posts



Slide 2: Physical triggers for mast cell activation as 
demonstrated in urticaria



1Bernstein JA, et al. Diagnosis and management of acute and chronic urticaria: 
2014 update. J Allergy Clin Immunol 2014;133:1270-7.



Chronic urticaria and angioedema: 
Parts 1-5



Slide 3: Physiologic triggers for mast cell activation 2 Douaiher, Jeffrey, et al. Development of Mast Cells and Importance of Their 
Tryptase and Chymase Serine Proteases in Inflammation and Wound Healing 
Advances in Immunology, Volume 122 (2014): Chapter 6.



Mast cells in wound healing



3 Albert-Bayo M, et al. Intestinal mucosal mast cells: Key modulators of barrier 
function and homeostasis. Cells 2019,8;135:1-24.



Mast cells in the GI tract: How many is too many? Parts 1-8



4 Abraham SN, St. John AL. Mast cell orchestrated immunity to pathogens. Nat 
Rev Immunol 2010;10(6):440-452.



Allergic to infections: How bacteria, viruses and fungi activate 
mast cells



5 Woidacki K, et al. Mast cells as novel mediators of reproductive processes. 
Front Immunol 2013



The MastAttack 107: the layperson’s guide to understanding 
mast cell diseases, Part 54



Pregnancy in mastocytosis



Effects of estrogen and progesterone and the role of mast 
cells in pregnancy



6 Baek HS, et al. Leptin and urinary leukotriene E4 and 9⍶,11β-prostaglandin F2 
release after exercise challenge. Ann Allergy Asthma Immunol 2013;111(2):112-7.



Exercise and mast cell activity



Deconditioning, orthostatic influence, exercise, and chronic 
illness: Part 1-8



7 Lieberman P, et al. Anaphylaxis – a practice parameter update 2015. Ann 
Allergy Asthma Immunol 2015;115:341-384.



The definition of anaphylaxis



Anaphylaxis and mast cell reactions



Slide 11 8 Lieberman P, et al. Anaphylaxis – a practice parameter update 2015. Ann 
Allergy Asthma Immunol 2015;115:341-384.



The definition of anaphylaxis



Anaphylaxis and mast cell reactions



Slide 12 9 Valent P, et al. Standards and standardization in mastocytosis: consensus 
statements on diagnostics, treatment recommendations and response criteria. 
European Journal of Clinical Investigation 2007; 37:435-453.



The Provider Primer Series: Cutaneous 
mastocytosis/Mastocytosis in the skin



10 Lim KH, et al. Systemic mastocytosis in 342 consecutive adultrs: survival 
studies and prognostic factors. Blood 2009;113:5727-5736.



The Provider Primer Series: Diagnosis and natural history of 
systemic mastocytosis



11 Molderings GJ, Haenisch B, Bogdanow M, Fimmers R, Nöthen MM (2013) 
Familial Occurrence of Systemic Mast Cell Activation Disease. PLoS ONE 8(9): 
e76241. https://doi.org/10.1371/journal.pone.0076241



Mast cell disease in families; Genetics and heritability of mast 
cell disease










Slide References Related posts

Slide 2: Physical triggers for mast cell activation as 

demonstrated in urticaria

1

Bernstein JA, et al. Diagnosis and management of acute and chronic urticaria: 

2014 update. J Allergy Clin Immunol 2014;133:1270-7.

Chronic urticaria and angioedema: 

Parts 1-5

Slide 3: Physiologic triggers for mast cell activation 

2 

Douaiher, Jeffrey, et al. Development of Mast Cells and Importance of Their 

Tryptase and ChymaseSerine Proteases in Inflammation and Wound Healing 

Advances in Immunology, Volume 122 (2014): Chapter 6.

Mast cells in wound healing

3 Albert-BayoM, et al. Intestinal mucosal mast cells: Key modulators of barrier 

function and homeostasis. Cells 2019,8;135:1-24.

Mast cells in the GI tract: How many is too many? Parts 1-8

4 Abraham SN, St. John AL. Mast cell orchestrated immunity to pathogens. Nat 

Rev Immunol 2010;10(6):440-452.

Allergic to infections: How bacteria, viruses and fungi activate 

mast cells

5 WoidackiK, et al. Mast cells as novel mediators of reproductive processes. 

Front Immunol 2013

The MastAttack107: the layperson’s guide to understanding 

mast cell diseases, Part 54

Pregnancy in mastocytosis

Effects of estrogen and progesterone and the role of mast 

cells in pregnancy

6 BaekHS, et al. Leptin and urinary leukotriene E4 and 9

⍶

,11β-prostaglandin F2 

release after exercise challenge. Ann Allergy Asthma Immunol 2013;111(2):112-7.

Exercise and mast cell activity

Deconditioning, orthostatic influence, exercise, and chronic 

illness: Part 1-8

7 Lieberman P, et al. Anaphylaxis –a practice parameter update 2015. Ann 

Allergy Asthma Immunol 2015;115:341-384.

The definition of anaphylaxis

Anaphylaxis and mast cell reactions

Slide 11

8 

Lieberman P, et al. Anaphylaxis –a practice parameter update 2015. Ann 

Allergy Asthma Immunol 2015;115:341-384.

The definition of anaphylaxis

Anaphylaxis and mast cell reactions

Slide 12

9

Valent P, et al. Standards and standardization in mastocytosis: consensus 

statements on diagnostics, treatment recommendations and response criteria. 

European Journal of Clinical Investigation 2007; 37:435-453.

The Provider Primer Series: Cutaneous 

mastocytosis/Mastocytosis in the skin

10

Lim KH, et al. Systemic mastocytosis in 342 consecutive adultrs: survival 

studies and prognostic factors. Blood 2009;113:5727-5736.

The Provider Primer Series: Diagnosis and natural history of 

systemic mastocytosis

11

Molderings GJ, HaenischB, BogdanowM, FimmersR, NöthenMM (2013) 

Familial Occurrence of Systemic Mast Cell Activation Disease. PLoSONE 8(9): 

e76241. https://doi.org/10.1371/journal.pone.0076241

Mast cell disease in families; Genetics and heritability of mast 

cell disease


image1.emf



Yes, I can react to that: 
Managing misconceptions 



about mast cell disease
Lisa-Lillian Klimas



Author and founder of Mastattack



2019










Yes, I can react to that: 

Managing misconceptions 

about mast cell disease

Lisa-Lillian Klimas

Author and founder of Mastattack

2019


image2.emf



Physical triggers for mast cell activation 
as demonstrated in urticaria



Injury to skin, even minor1 • Injections
• Drawing blood
• Skin testing for allergens



Sunlight, solar urticaria1 • Function of wavelength
• Some light ranges are actually mast cell stabilizing, sometimes used to 



manage cutaneous mastocytosis



Vibration, vibratory angioedema1 • Mechanism is not well understood
• Often a trend in families



Pressure urticaria and angioedema1 • Onset can be delayed 12-24 hours



Water, aquagenic urticaria1 • Not a function of water temperature



Temperature extremes, cold urticaria, 
heat-induced urticaria1



• Can affect bathing/hot showers
• Ambient weather



Exercise, exercise induced1



anaphylaxis
• In some cases dependent upon what the patient ate prior to exercise



Barometric pressure* • No conclusive data linking mast cell degranulation to decrease in 
barometric pressure but generally accepted by patients and providers



Related posts: Chronic urticaria and angioedema: Part 1-5
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Physiologic triggers for mast cell activation 
Wound repair2 • Mast cells involved in all three stages: inflammation, 



proliferation, remodeling
• Mast cells participate in formation of tissue and blood 



vessels



Eating, digestion3 • Histamine is released when food enters the stomach 
to stimulate production of stomach acid for digestion



• Mast cells in other parts of the GI tract activate to 
regulate absorption and transit time



Infection4 • Mast cells are involved in immune defense against 
bacteria, fungi, viruses, parasitic worms



Reproductive cycle5 • Mast cells are heavily influenced by the levels of 
estrogen and progesterone, and sex hormone changes 
in general



Physical activity6 • Physical activity is a key trigger for degranulation
• Activation is worse when activity is vigorous but even 



minimal exercise can be triggering 
• In some people, anaphylaxis is more likely following 



exercise
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Fact: You can have anaphylaxis from 
inhalation of a trigger



u “Severe allergic reactions may be seen in some patients who only 
inhale or come in contact with food allergens.” (Sampson 2014)



u “Some patients may experience symptoms on inhalation of a food 
allergen but not experience symptoms after ingestion of the same 
food allergen (eg, baker’s asthma).” (Sampson 2014)



u “Therefore, it may be necessary to avoid food exposure by routes 
other than ingestion.” (Sampson 2014)



u “In some cases, severe allergic reactions may be seen in patients who 
only inhale or come in contact with food allergens, thereby making 
avoidance even more difficult.” (Sampson 2014)



u “Patients who are extremely allergic to peanuts might have a reaction 
at a ball game when peanut particles from husking are blown in the 
wind and inhaled by that individual and in airplanes when another 
passenger is eating peanuts.” (Sampson 2014)
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