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Urticaria o Apsr 8 MY ol e e L A e ‘SEWII‘HH :i-ll'bfuath
: 1 : Throat swelling
An Eiﬂl’."dE‘l‘ﬂ-ﬂ CRH, histarman Whttzing
interleuking, neuratensin, )
: . . CRH, histamine,
PAF, PGDy, serotonin, TNF, " interleuking, neurotensn,
tryptase, VIP PAF, PGDy, THF
! i s ' .
i Interleukin-b,
Digestive I;mF}:, RANKL, [* Neurologic
Abdominal cramps SEHAEIn, Tl Arxiety
Diarrhea : v Depression
Esophageal reflux = Decreased concentration
MNausea and vomiting Musculoskeletal and memory
l ‘ Aches nanmna
: Migrain
Bone pain o
QOsteopenia
Osteoporosis
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MASTOCITOSI

Clinica’

Mast-Cell Activators

Allergens, bacteria, cytokines, drugs,
fungl, peptides, toxins, and viruses

Cardiovascular CRM, chymase, Systemic
: histamine, intedeuking, ! o CRH, histarune, :
Hypotension * PAF, renin, TNF, tryplase . .o interleuking, TNF Fatigue :
Syncope or near syncope | ot _ ¢ o | Generalized malaise
Light-headedness T -; ; . wt, * oy S Weight loss
Tachycardia - e .
-r.' )
& ".'
Cutaneous CRH, histamine, intereuking, + § Respiratory
_ mterleuking, interleukin:13, . Histamne, nterlauking, Mazal congattion
:;uih'ﬂg PAF, PGD,, TNF, tryptase . CysLTs, PAF, PGD, , N::arpruﬁlﬂu:
uritus : ST PRI Rl o
Urticaria b o SgaAr Oy MES ecm * T8 s s+ . 7| Shortness of breath
. y oty o Throat swelling
Angioedema _ CRH, histamin Wheezing
interleuking, neuratensin,

CRH, histarmine, '
" interleuking, neurotensn,
PAF, PGDy, THF

PAF, PG, serotonin, THNFS
tryptase, VIP

Interleulin-G,

Digestive PGy, RANKL, |* Neurologic
Abdominal cramps TNE, typtase |, Arxiety
Diarrhea : v Depression
Esophageal reflux . = Decreased concentration
MNausea and vomiting Musculoskeletal and memaory
l ‘ Aches nsomnia
. Migrain
Bone pain Ela" =
QOsteopenia
Osteoporosis
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MASTOCITOSI

Clinica’

Mast-Cell Activators

Allergens, bacteria, cytokines, drugs,
fungl, peptides, toxins, and viruses

Cardiovascular CRM, chymase, Systemic
hestamine, interleukin.g, . CRH, histamineg, .
Hypotension * PAF, renin, THF, tryptase . Yo interleuking, TNF | Fatigue
Syncope or near syncope | ol ¢ o | Generalized malaise
Light-headedness T : e e o* o= | Weightloss
Tachycardia : - .
-
| 8 =~
Cutaneous CRH, histaming, imterleukin:d, « 4 Respiratory
interleukin:g, inteérleukin:-13, - Histamune, nterleuking,
:}uihmg PAF, PGD,, TNF, tryptase . CysLTs, PAF, PGD, , m::;: ;";’Sﬁf::'“”
ruritus : A -
Urticari i T % v e .+ s.° 7 | Shortness of breath
icara . " i Y . | Throat T-".-'.'H'“lﬂg
Angmedema i CRH, histarmn e WhEEEir‘IE
interleuking, neuratensin,
r . s I:HH, hestarine,
PAF, PGDy, serotonin, TNF, " interleuking, neurotensn,
tryplate, VIP PAF, PGDy, THF
[ i ) F|r'|'|_[.~r|i_-|._.||-!|rk-f|, ’
Digestive PGy, RANKL, |* Neurologic
Abdominal cramps THE Soyprase. | L Arxiety
Diarrhea ¥ - Depression
Esophageal reflux [ - Decreased concentration
MNausea and vomiting Musculoskeletal and memaory
l ‘ Aches insomnia
Bone pain _I'-.:'hgrmm:-!. ) )
QOsteopenia
Osteoporosis
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MASTOCITOSI

Clinica’

Mast-Cell Activators

Allergens, bacteria, cytokines, drugs,
fungl, peptides, toxins, and viruses

Cardiovascular CRM, chymase, Systemic
hestamine, interleukinG, s« CTRH, histamine, :
Hypotension * PAF, renin, TNF, tryplase . Y2 interleuking, TNF Fatigue
Syncope or near syncope | ol ¢ o | Generalized malaise
Light-headedness T : 3 e e o* o= | Weightloss
Tachycardia » ; :..' .
L
. o [ =&
Cutaneous CRH, histaming, imterleukin:d, « 4 Respiratory
interleukin:g, interleukin:-13, - Histarmne, mnterleukinsb, Mazal congestion
;luﬂ:mg PAF, PGD,, TNF, tryptase . CysLTs, PAF.PGD; . * | nasal pmﬁfﬁ’
TLAFIELS: - N I . . e . il
Urticaria A b R gt e n e e e | Shortness of breath
: ¥ - : Throat swelling
| .ﬁ.ﬂglﬂ-l’:dl‘-lﬂ-ﬂ | CRH, histarman ! Whggzing
interleukinG, neuratensn, :
r . s [:_HHI hestarine,
PAF, PGDy, serotonin, TNF, " interleuking, neurotensin,
tryplate, VIP PAF, PGD;, TNF
[ i ) Interleukin-G, ’
Digestive * PGLy, RANKL, |° Neurologic
Abdominal cramps THE Soyprase. | L Arxiety
Diarrhea Y ¢ Depression
Esophageal reflux [ - Decreased concentration
MNausea and vomiting Musculoskeletal and memaory
Ach Insomnia
wE Migraines
Hone pain = — =
QOsteopenia
Osteoporosis
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MASTOCITOSI

Clinica’

Mast-Cell Activators

Allergens, bacteria, cytokines, drugs,
fungl, peptides, toxins, and viruses

[
Cardiovascular CRM, chymase, Systemic
histamine, intedeuking, . CRH, histarrune,
Hypotension * PAF, renin, TNF, tryptase . .o interleuking, TNF Fatigue
Syncope or near syncope | ey ¢ o | Generalized malaise
Light-headedness : . E 3 .’ = . | Weight loss
Tachycardia ' . .
L
Cutaneous CRH, histaming, imterleukim:b, » § Respiratory
interleuking, intérleukin:dl, . Histamine, nterleukinag, Mazal congestion
;luif:'ﬁg PAE, PGD,, TNF, tryptase CysLTs, PAF.PGD; . * | nasal pmﬁf o
FLrilus : : . : . X
Llrturia:ia N o Mer N : . % v+ . 7 | Shortness of breath
: yctat | Throat swelling
hfﬂgl-:-['d'ima i CRH, histarmn WhEEEir‘Ig
interleukinG, neuratensin, CRH. histanting
PAF, PGD;, seratonin, TNF, . inlfriﬂtnknrl-{h. AeLratensin,
tryptase, VIP PAF, PGDy, THF
‘ 2
[ i ) Interleulin-G,
Digestive m: b, RANKL, | Neurologic
Abdominal cramps e bl B9 Arxiety
Diarrhea Y ¢ Depression
Esophageal reflux [ - Decreased concentration
MNausea and vomiting Musculoskeletal and memaory
Ach Insemnia
b Migraines
Hone pain d .
QOsteopenia
Osteoporosis
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MASTOCITOSI

Clinica’

Mast-Cell Activators

Allergens, bacteria, cytokines, drugs,
fungl, peptides, toxins, and viruses

[
Cardiovascular CRM, chymase, Systemic
H histaming, interleukin.g, . CRH, histarrune, ‘

JRIRSnEon * PAF, renin, TNF, tryptase L2 interleukind, TNF , | Tatigue
Syncope of near syncope | R + o | Generalized malaise
Light-headedness W 3 I : e e 2t o= | Weightloss
Tachycardia » ; :..' .

L
Cutaneous CRH, histaming, imterleukin, - e : ' SR ' Respiratory
interleukin.g, ntérleukin.d3, ke = 2 S ¢ - " Histamne, interleukineG, Nasal congestion
Flushing PAF, PGD,, TNF, tryptase CyskTs, PAF.PGO: o | * | nacal mruritus
Prurifus - : 1 . P
Urticaria o e A R e g gL EEE R Shortness of breath
: ' z ¥ Throat swelling
Angicedema LRH, histarmun Wheezing
interleukinG, neuratensin, CRH. histanting |
PAF, PGD,, serotonin, TNF A inlwllqlul-cm-{:-, ASurOlensin.
tryptase, VIP PAF, PGD4, TNF
‘ 2
s . Interleukin.g,
Digestive : mll:-;. RANKL, |* Neurologic
Abdominal cramps et el B Anxiety
Diarrhea Y ¢ Depression
Esophageal reflux — Decreased concentration
MNausea and vomiting Musculoskeletal and memaory
Ach Insomnia
e I Migraines
Hone pain
QOsteopenia
Osteoporosis
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MASTOCITOSI

Clinica’

Mast-Cell Activators

Allergens, bacteria, cytokines, drugs,
fungl, peptides, toxins, and viruses

[
Cardiovascular CRM, chymase, Systemic
H histaming, interleukin.s, . CHH, histamine, ‘
ypoiension * PAF, renin, TNF, tryplase . interleukang, TNF , igue
Syncope of near syncope | - + o | Generalized malaise
Light-headedness W 3 I : e e 2t o= | Weightloss
Tachycardia » ; :..' .
L
Cutaneous CRH, histaming, imterleukin, - e : ' SR ' Respiratory
interleukin:g, interleukin:33, bk - = R * - Histamene, interleukin-G, Hasal:nngcslmn
Flushing PAF, PGD,, TNF, tryptase CyskTs, PAF.PGO; o+ | nacal
Prurilus o : > d te asal pruritus
Urticaria o e A R e R L R Shortness of breath
: Y 2 Throat tw:r“mg
Angicedema LRH, histarmun Wheezing
interleukinG, neuratensin, CRH. hiikaning. |

PAF, PGD;, seratonin, TNF, " interleuking, neurotensin,

tryptase, VIP PAF, PGDy, THF
[ Imtereukin.G, ‘
Digestive . PG, RANEL, |* Neurologic
Abdominal cramps TNE typtase |, Anxiety
Diarrhea Y ¢ Depression
Esophageal reflux — Decreased concentration
MNausea and vomiting Musculoskeletal and memaory
Ach Insemnia
Ec . Migraines
one pain
QOsteopenia
Osteoporosis
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MASTOCITOSI

Clinica

Pell: pruija, flushing INFILITRACIO ORGANICA (2° A MC):

-Osteolisis amb fx patologica

Anafilaxia

GI: nausees, vomits, diarrea Osteopenia +/-osteoporosis

CV: sincope, mareig, palpitacions -Linfadenopaties

Constitucional
NRL: embotament, cefalea -Esplenomegalia/hipersplenisme

-Hepatomegalia/ascites

-Malabsorbcio

Agressivitat

T

T T T ASM +associat a T

P malaltia -
CSMM | hematologica | LeucemiadeMC

||| Bellvitge _Pre-diagnosis SM = BMM/ISM |
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2Quin simptoma NO es frequient en pacients
amb MS?

‘ FLLUSHING

DIARREA

‘ PERDUA DE VISIO




2Quin simptoma NO es frequient en pacients
amb MS?

‘ PERDUA DE VISIO




MASTOCITOSI

Clinica'

ANAFILAXI
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MASTOCITOSI

ANAFILAXI

|I|| Bellvitge
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MASTOCITOSI

ANAFILAXI

8

Farmacs
16.7%

T

Aliments
27.8%

. ()Q)

Himenopters
53.6%

||I|| Bellvitge
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Simptomes Gl: diarreq, nausees, reflux

N aran anmp B}

==

-

\
-

T Podria ser MS! -

Hepato/esplenomegalia
Citopenies

Osteoporosi en gent jove

[ ] 1 1
Anafilaxi idiopatica Lesions macu. opapulars
Al-lergi ‘A’ hi N Flushing
I-lergia a veri d"himenopters
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MASTOCITOSI SISTEMICA

CRITERIS DIAGNOSTICS

Infiltrats multifocals densos de mastocits en BMO
=15 mastocits en agregats)

Criteri major

1 criterimajor +1

criteri menor
O

= 3 criteris menors

N
N
o
N
®
an
=

e -25% de mastocits atipics

e Mastocits CD25+, CD2+i/o CD30+
e Mutacio de KIT D816V o altra mutacio activadora de KIT
e Triptasa serica basal -20 ng/ml

92
-
C
-
2
&
-
)
§=
-
&

Valent P, Akin C, Hartmann K, Alvarez-Twose |, Brockow K, Hermine O, etal. Updated Diagnostic Criteria and Classification of Mast Cell Disorders: A Consensus Proposal.

||||| Bellvitge
Hemasphere. 2021 Oct 13;5(11):e646.
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N BMM: bone marrow mastocytosi

M AST O CIT O SI SI STEMI C A ISM: indolent systemic mastocytosi
SSM: smoldering systemic mastocytosi

ASM: aggressive systemic mastocytosi

SM-AMN: systemic mastocytosi with associated myeloid neoplasm
MCL: mast cell leukemia

e Esdivideix en 6 subtipus
e Requereix correlacio amb els B-findings (“burden of disease”) i els C-findings (“cytoreduction-requiring”)

B-FINDINGS Carrega mastocitaria alta
“burden of Signes de mieloproliferacio o mielodisplasia
disease”): Organomegalia sense dany organic

C-FINDINGS -Citopenies
“eytoreduction- -Hepatopatia i esplenomegalia amb afectacio organica

requiring”) «Malabsorcio intestinal
«Osteolisi (- 2cm) AMB fx patologiques + dolor ossi

||||| Bellvitge
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MASTOCITOSI SISTEMICA

REMA score (2011)
Variable | Puntuacién |
Hombre | +1
Genero Mujer - 3
r No urticaria ni énﬂ:iﬂéﬁél;ni . #1
Sintomas dinlcos ' Urticaria, prurito y/o angicedema . -2
| Pf{rsincnpﬂ © SINCOpe . +3
<15 ng/mil ! -1
Triptasa sérica basal | >25 ng/mi i T
Puntuacidn <2 = baja probabilidad de M5
alta probabilidad de Ms

Theoharides TC, Valent P, Akin C. Mast Cells, Mastocytosis, and Related

||||| Bellvitge
Disorders. N Engl | Med. 2015 Nov 5;373(19):1885-6. doi: 10.1056
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Patients with symploms consistent with mast-cell sctivation

MASTOCITOSI SISTEMICA l

Obtain thorough medical history that includes reactrons to foods,
medscations. radiographic contrast mediums, insect stings. katex,
termperature, and 4tress. assess patent’s response 10 euercise

REMA score (2011) l

|

—

Basal tryptase bevel x20.0 ng/mi. event-
refated tryptase bevel increased by 20°%
above baseline level plus 2 ngfml or both

Basal serum tryplase bevel normal o sliphtly elevated
(11.5-20.0 ng/mi), increased with a symplomatic

event, of bath

l

Mezsure totad and allergen-specific serum
igE if patient has history of
Anaphytaxis to hymenoptera stings

Skin lesions present

Hypoteninve anaphylans with o
without angroedema of urlacaria

L

Soreen fior DE1GY KIT rmutation

in petipherad blood

l

Perform skin beopsy

Perform bone marrow biopsy and screen
for DETGV KIT mastalisn

conskder bone mantow bogsy
kn adults and rarely in cChifdeen

Cutanecus mastooyioss;

Systemic mastocytosis

Mo systemic masiocytoss

|

|

Define subtyped

||||| Bellvitge

Theoharides TC, Valent P, Akin C. Mast Cells, Mastocytosis, and Related
Hospital UI"!IVEI’SItElrI

Disorders. N Engl ] Med. 2015 Nov 5;373(19):1885-6. doi: 10.1056

Obtain 24-hr urinary
lrcreased methyl histamane

Increased PGD, level

lrncreated 1] proita
glandin F,_ level

Blast-gedl actavation




Patients with symploms consistent with mast-cell sctivation

MASTOCITOSI SISTEMICA l -

Obtain thorough medical history that includes reactrons to foods,

0
il

medscations. radiographic contrast mediums, insect stings. katex,
termperature, and 4tress. assess patent’s response 10 euercise

REMA score (2011) l l

Basal tryptase bevel = 20,0 ng/mil, event- Basal serum tryplase level normal or slightly elevated
refated tryptase level increased by 200 (11.5-20.0 ng/mi), increased with a symplomatic
above baseline level plus 2 ngfmi or both event, or bath

l \

Mezsure totad and allergen-specific serum in lesions presen
igE if patient has history of o '
Anaphytaxis to hymenoptera stings
Hypoteninve anaphylans with o
without angroedema of urlacaria

L

Soreen for DE1GY KIT mutaton ;L
ih petephara] biood Perform skin biopsy

l l

Perform bone marow biopsy and screen Cutaneous mastocylos:s,
for DELGV KIT mutation consider bone marrow biopsy
kn adults and rarely in cChifdeen

| |

Define subtypes Obiain 24-hr urinary
lrcreased methyl histamane

Increased PGD, level

lrncreated 1] proita
glandin F,_ level

Blast-gedl actavation

||||| Bellwt e Theoharides TC, Valent P, Akin C. Mast Cells, Mastocytosis, and Related ‘
Hospital UI"!IVEI’SItElrI i .
Disorders. N Engl ] Med. 2015 Nov 5;373(19):1885-6. doi: 10.1056




Patients with symploms consistent with mast-cell sctivation

MASTOCITOSI SISTEMICA l -

Obtain thorough medical history that includes reactrons to foods,

0
il

medscations. radiographic contrast mediums, insect stings. katex,
termperature, and 4tress. assess patent’s response 10 euercise

REMA score (2011) l l

Basal tryptase bevel = 20,0 ng/mil, event- Basal serum tryplase level normal or slightly elevated
reiated tryptase bevel increased by 20% (11.5-20.0 ng/mi), increased with a symplomatic
above baseline level plus 2 ngfmi, or both event, or both
l ,
Mezsure totad and allergen-specific serum in besi
igE if patient has history of o ¥ :
Anaphytaxis to hymenoptera stings
Hypotensive anaphylaris with o
without angioedemna or urticaria
L
Screen for DELGY KIT mutation Sl
in peripheral blood Perform skin biopsy
e | |
| - Perform bone marrow biopsy and screen iCutaneous mastooyiosis;
for DBIGV KIT mutation consider bone marrow blopsy
in adults and rarely in children
Systemic mastocylosis Mo systemic masiocylosis
Obtain 24-hr urinary
Define subtypes 4
lrcreased methyl histamane
Lewed
Increased PGD, level
lrncreated 1] proita
ﬁlﬂﬁﬂl‘hlwﬂ
||||| Bellwt e Theoharides TC, Valent P, Akin C. Mast Cells, Mastocytosis, and Related ‘ Mast-cell atvation
Hospital UI"!IVEI’SItElrI
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Patients with symploms consistent with mast-cell sctivation

MASTOCITOSI SISTEMICA l -

Obtain thorough medical history that includes reactrons to foods,

medscations. radiographic contrast mediums, insect stings. katex,
termperature, and 4tress. assess patent’s response 10 euercise

0
il

REMA score (2011) l l

Basal tryptase bevel = 20,0 ng/mil, event- Basal serum tryplase level normal or slightly elevated
refated tryptase level increased by 200 (11.5-20.0 ng/mi), increased with a symplomatic
above baseline level plus 2 ngfmi or both event, or bath

l \

Y
*

Measure tolal and allergen-specific serum o
\gE  paient has heston of Skin lesions present H
Anaphytaxis to hymenoptera stings
Hypolensive anaphylads with os
without angsoederna or urtscaria
L
Soreen for DE1GY KIT mutaton BT
in peripheral blood Perform skin biopsy
5y e l l
| o | Perform bone marrow biopsy and screen Cutaneous mastocytoss;
for DBIGV KIT mutation eonsader bone marrow buogsy
kn adults and rarely in cChifdeen
Systemic mastocytosis Mo systemic mastocytosis
Obtain 24-hr urinary
Deefirw subtypes '
| ""'“""i"'"'l“"‘ﬂ 2
bewed
Increased PGD, level
Irngredsed 11 8-pioita:
glandin F,_ level
||||| Bellwt e Theoharides TC, Valent P, Akin C. Mast Cells, Mastocytosis, and Related ‘ Muast-coll actavation
Hospital UI"!IVEI’SItElrI
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Patients with symploms consistent with mast-cell sctivation

MASTOCITOSI SISTEMICA l -

Obtain thorough medical history that includes reactrons to foods,

medscations. radiographic contrast mediums, insect stings. katex,
termperature, and 4tress. assess patent’s response 10 euercise

0
il

REMA score (2011) l l

Basal tryptase bevel = 20,0 ng/mil, event- Basal serum tryplase level normal or slightly elevated
refated tryptase level increased by 200 (11.5-20.0 ng/mi), increased with a symplomatic
above baseline level plus 2 ngfmi or both event, or bath

l |
Measure total and allergen-specific serum ; :
1gE f patient has history of i ca H

Hypoteninve anaphylans with o
without angroedema of urlacaria

Y
*

L

] [ e PO
" | |

| - Perform bone marrow biopsy and screen iCutaneous mastooyiosis;
for DELGV KIT mutation consider bone marrow biopsy
kn adults and rarely in cChifdeen

| |

Define subtypes Obiain 24-hr urinary
lrcreased methyl histamane

Increased PGD, level

lrncreated 1] proita
glandin F,_ level

Blast-gedl actavation

||||| Bellwt e Theoharides TC, Valent P, Akin C. Mast Cells, Mastocytosis, and Related ‘
Hospital UI"!IVEI’SItElrI i .
Disorders. N Engl ] Med. 2015 Nov 5;373(19):1885-6. doi: 10.1056
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MANEIG GLLOBAL

- EducaCié
3 pilars fundamentals : :
sanitaria




MANEIG GLOBAL

Educacio
sanitaria

Coneixement sobre la malaltia

Pronostic

Resoldre dubtes

Recolzament psicologic i social
Informacio fiable

o associacions, forums, webs...

mca’rociiosis

ASOCIACION ESPANOLA DE MASTOCITOSIS
Y ENFERMEDADES RELACIONADAS

Valuable clinical information and resources
for patients with SM can be found at the
registration desk and The Mast Cell Disease
Society’s website, www.TMSforacure.org.

The Mast Céll
Disease Society



MANEIG GLLOBAL

o Identificar potencials triggers: himenopters, farmacs, alcohol,
esltressos..
o Avaluacio individual delrisc: protocols especifics i individualitzats
o Premedicacio si cal
o No prohibir cap farmac empiricament: AINEs, ATB...

Medications That Are
Typically Tolerated

Medication Type Avoid or Use With Caution

* Aleohol = Quining
« Amphobencin B « Wancomycin IV * E:aiclurln ':hglj-'nﬁim;m
General Medications - Dextran « Alpha-adrensrgic blockers Sl r:g;?_ i) e
« Dextromethorphan - Bata-pdrenergic bockers : :
+ Polynysxin B Aldosterone antagonisls
* Dpioid narcotics {may ba * NSAIDS (unless the patient is « Farianyl (may requine adjunclive
Pain Medlcations cderated by some individuals) alraady laking & druyg from this breatrment with ondanseiron)
= Kaborolpe chass) = Trarmadol
= ALracurivm * Rocuronium * Pancuranium
General Anesthetics Doacinim « Nivacurium s
; i ) i * Bupivacaine * Mapivacane
Local Anesthetics : g;'::ﬁ“ . ?ﬁ?l_';at_':;! * Lidocaine - Prilocaine
il - Lgvobupivacaing - Ropivacaing
Intracperative *Idarng
+ Madazolam
Induction Medications B ol

Inhaled Anasthetics « Sevollurand




MANEIG GLLOBAL

Organ Involvement/Symptom First Line Additional Treatments

Gl= abxdonenal paen, CRamging. dbren, reartam,

NAUS0E. WHTtING MR antagonist

Meuwrodogic: headocha, cognitheg impaimong [eg.

DA Mg, POOF CONOETATANON 300 Mamory | dapression HiR and Haft antagonis

ﬂ-ﬂml-ﬁtm]l'prﬂpmpﬂ

tachycania, wheszing, thoat swelling H,R and H;R antagonisi G

Hypotensive eplssdes/anaphylaxis Epinaphiing IM [cutely], suping positoning  Preventan: VIT, Rush dessnsdzaton, oaizumab
Supearrental caliasm B vitamin O, Dencaumnab, inberteron-a inhitaor,

CebiopaniaOutecporoshs Eiachoaphondie: bors mireral density s hedrbkprasd 3 RS

1. NCCN. https://www.nccn.org/professionals/physician_gls/pdf/mastocytosis.pdf; 2. Mesa RA, et al. Cancer. 2022;128(20):3691-3699.



MANEIG GLLOBAL

Organ Involvement/Symptom First Line

Shin: pnaries, fiushing, urlicana, angioadema H, R ardngonist and
el cgraphiam H:R anlagonisl
Bl: abdomenal paen, cramping, dianhes, heartum, :
NALUSHRE. WHTEtiNg HR ankagonist
MNeurclogic: headochs, cognithes impaimieng (#g.

DA 1. POOT CONGRTETANON 3nd Mamory | HiR and Haft antagonis
LCardiovasculanPulmonany: prasynoopa, ML and H:R and -

Hypotenaive eplsodes/anaphylaxis Egunaphiing IM [acuely), sipéne pasiticning
Supglerrantal caloum and vitemin D,
Osteoponia'Osteoporosis bisphosphonate; bore mineral density
BB LT

KIT D’EMERGENCIA:

-Adrenalina 0.5 mgIM x 2

-Celirizinal0 mg 2 ¢p
-Prednisona 30 mg 2 ¢p (mg/kg/pes)

1. NCCN. https://www.nccn.org/professionals/physician_gls/pdf/mastocytosis.pdf; 2. Mesa RA, et al. Cancer. 2022;128(20):3691-3699.

Additional Treatments

2. Loukotriang recepion amagonist
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Additional Treatments

Organ Involvement/Symptom First Line
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“Z~ inhibicio selectiva las mutacions
activadores de KIT

/ Mast cell differentiation, maturation,
migration, survival and cytokine production
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sQuin es el tractament de 1° linea en un
pacient amb dispnea i urticaria en context

d'una ANAFILAXI?

‘ PREDNISONA

FAMOTIDINA

‘ ADRENALINA SC
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Identificacio insuficient i diagnostic tarda: increment de
la carrega de la malaltia

Temps mig des de inici de simptomes fins al diagnostic -6-7 ANYS'

Bellvitge
- 'm! Hospital Lj%vergitari 1. Ungerstedt ], et al. Cancers (Basel). 2022;14(16)3942; 2. Mikkelsen CS, et al. Dermatol Reports. 2014;6(1):5199; 3. Mesa RA, et al. Cancer. 2022;128(20):3691-3699; 4. Tse KY, et al. ] Allergy Clin Immunol. 2024,3(4):100316



Identificacio insuficient i diagnostic tarda: increment de
la carrega de la malaltia

Temps mig des de inici de simptomes fins al diagnostic -6-7 ANYS'

Causes Riscos associats

Raresa de la malaltia
Espectre de S/S (ampli dx diferencial)

Anafilaxies mortals
Disfuncio organica
Osteoporosi

Bellvitge
- 'm! Hospital Lj%vergitari 1. Ungerstedt ], et al. Cancers (Basel). 2022;14(16)3942; 2. Mikkelsen CS, et al. Dermatol Reports. 2014;6(1):5199; 3. Mesa RA, et al. Cancer. 2022;128(20):3691-3699; 4. Tse KY, et al. ] Allergy Clin Immunol. 2024,3(4):100316




L'esperanca de vida en pacients amb MS no avancada és equivalent a la de la poblacio de control

Mayo Clinic, 2009"2

100 — ASM (n=41) — Expected age/
gender-matched
AHN (n="138) US survival
gl - [SM (n=158) — MCL (n=4)
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“N=342 patients with SM aged -18 years, median follow-up 1.7 years
1. Lim K, et al. Blood. 2009;113(23):5727-5736; 2. Cohen SS, et al. Br ] Haematol. 2014;166(4):521-528.




GCamcterfstiques cliniques de pacients amb ISM

Els pacients experimenten una mitjana de 14 simptomes relacionats amb SM al llarg de la seva vida®

Most Bothersome Symptoms

0%
18% - ISM-SAF*
16% ISM Symptom Scoring
14% Abdaminal paln
:t Diarrhea®
ﬁ- 1% Nausea
= 10 Spots
r! ltching Symptoms scored dady over &
E g Flushing Hﬂﬂﬁw
B e Brain fog 10 = worst imaginabde symptom
Headacha
-1."!.. DHzzingss
ﬁ Band pain
Fatigue
[ TSS (0-110)

228 indicates moderate to severe symptoms

Anaphylactic episodes Abdominal pain Diarrhea/loose stoools Fatigue

Mesa RA, Sullivan EM, Dubinski D, eta Al. Patient-reported outcomes among patients with systemic mastocytosis in routine
clinical practice: Results of the TouchStone SM Patient Survey. Cancer. 2022 Oct;128(20):3691-3699.
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Mesa RA, Sullivan EM, Dubinski D, eta Al. Patient-reported outcomes among patients with systemic mastocytosis in routine
clinical practice: Results of the TouchStone SM Patient Survey. Cancer. 2022 Oct;128(20):3691-3699.
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Mesa RA, Sullivan EM, Dubinski D, eta Al. Patient-reported outcomes among patients with systemic mastocytosis in routine
clinical practice: Results of the TouchStone SM Patient Survey. Cancer. 2022 Oct;128(20):3691-3699.




apérdua de productivitat i absentisme laboral

_\

|
> El dolor va interferir amb

la feina

J

04% dels enquestats evitaven sortir de casa degut als simptomes de MS

Mesa RA, Sullivan EM, Dubinski D, eta Al. Patient-reported outcomes among patients with systemic mastocytosis in routine
clinical practice: Results of the TouchStone SM Patient Survey. Cancer. 2022 Oct;128(20):3691-3699.




aCilrrega sanitariaivisites mediques [ JODISSEA DI AGN(\) STICA

Possible patient pathway to diagnosis,
which may be different for each patient
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Immunol Allergy Clin N Am 38 (2018) 505-5235 https://doi.org/10.1016/j.iac.2018.04.006



eCilrrega sanitaria i visites mediques POLIFARMACIA!

Possible patient pathway to diagnosis,
which may be different for each patient
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aN=56 patients with nonadvanced SM.
L. Tse KY, et al. ] Allergy Clin Immunol Glob. 2024;3(4):100316; 2. Mesa RA, et al. Cancer. 2022;128(20):3691-
3699.



eCilrrega sanitaria i visites mediques POLIFARMACIA!
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aN=506 patients with nonadvanced SM.
L. Tse KY, et al. ] Allergy Clin Immunol Glob. 2024;3(4):100316; 2. Mesa RA, et al. Cancer. 2022;128(20):3691-
36909.



CONCLUSIONS

e Mastocitosi— proliferacio clonal de mastocits, que s‘acumulen en organs amb presentacio clinica molt

heterogenia
e LEs pot classificar en mastocitosi cutania, mastocitosi sistemica i sarcoma de mastocits

e Diagnostic - historia clinica, triptasa basal, mutacio de KIT D816V en SP o BMO i biopsia de medul-la

ossia

e Tractament simptomatic - antihistaminics-HIl o H2 i estabilitzadors de la membrana del mastocit. KIT
D’EMERGENCIA (AIA si cal.

e Complexitatialta carrega fisica i emocional - necessari coneixement INTEGRAL i metges especialitzats.
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