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Systémova mastocytéza (SM) je onemocnéni charakterizované proliferaci klonalnich mastocytu. Biologickd povaha SM
zahrnuje celé spektrum, od relativné benigni indolentni formy az po mastocytarni leukemii. Klinicky obraz osciluje od
témér asymptomatickych forem, pres rdzné vyjadiené stupné mediatorového syndromu, az po nadorovy syndrom spo-
jeny s hepatosplenomegalii, lymfadenopatii a konstitu¢nimi pfiznaky. Diagnostika se opira o morfologické a histologické
zhodnoceni kostni diené. Pacienti jsou na zakladé diagnostickych nalezl a symptomatologie klasifikovani dle WHO a ICC
klasifikace, od kterych se odviji typ onemocnéni a nasledna terapie, ktera je pfisné individualizovana a zahrnuje sympto-
matickou, cilenou i cytoredukéni terapii.

Vzhledem k Sirokému spektru symptomU miize pacient se SM kromé hematologu a alergologl navstivit ambulance speci-
alist(i vétsiny internich oborU. Proto je nutné, aby se tato diagn6za dostala do Sirsiho povédomi lékaiské spole¢nosti. Nizka
informovanost vede k oddéleni diagnézy, dispenzarizace a pfipadné terapie, coz mize u nékterych pacientd se sklonem
k vdznym alergickym az anafylaktickym reakcim vést v krajnich pfipadech k opakovanému vyskytu Zivot ohrozujicich situaci.
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Systemic mastocytosis - a common diagnosis for allergists and hematologists

Systemic mastocytosis (SM) is a disease characterized by the proliferation of clonal mast cells. SM biologically include a wide
spectrum, ranging from relatively benign indolent forms to mast cell leukemia. The clinical presentation varies from nearly
asymptomatic forms, through various degrees of mediator syndrome, to a neoplastic syndrome associated with hepatospleno-
megaly, lymphadenopathy, and constitutional symptoms. Diagnosis relies on morphological and histological evaluation of
the bone marrow. Patients are classified based on diagnostic findings and symptomatology according to the WHO and ICC
classifications, which determine the type of disease and subsequent therapy, which is strictly individualized and includes
symptomatic, targeted, and cytoreductive therapy. Given the wide spectrum of symptoms, patients with SM may visit spe-
cialists in most internal medicine departments in addition to hematologists and allergologists. Raising awareness of this
diagnosis within the medical community is crucial. Low awareness leads to delayed diagnosis and undertreatment, posing
risks of life-threatening situations in patients liable to severe allergic reactions.
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I'Jvod slezing) (1). Obecné jsou mastocytdzy spolu se syndromem aktivova-

Systémovou mastocytoézu fadime do skupiny mastocytdz, coz  nych mastocytd (Mast Cell Activation Syndrome, MCAS) klasifikovany
jsou heterogenni systémova onemocnéni charakterizovana prolife-  jako poruchy mastocytl (Mast cell disorders, MCDs). Epidemiologicka
raci klonalnich mastocytd v jednom nebo ve vice organech (zejména  data incidence a prevalence jsou chuda, s velkou pravdépodobnosti
v kostnf dfeni, kiizi, orgdnech gastrointestindlniho traktu, v jatrechave  jsou poruchy mastocytl stale poddiagnostikované. Z dostupnych
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