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We would like to thank Kounis et al. for pointing to the possible as-
sociation between Kounis syndrome and systemic mastocytosis. Inap-
propriate mast cell activation and degranulation result in release of
inflammatory mediators. The inflammatory mediators associated with
systemic mastocytosis include corticotrophin-releasing hormone, hista-
mine, tumor necrosis factor, interleukin-6, platelet-activating factor,
renin, chymase and tryptase; many of which are involved in Kounis syn-
drome as well [1,2]. This explains the significant overlap of the cardiac
manifestations in both of them [3]. Patients with systemic mastocytosis
undergoing cardiac intervention are probably at a higher risk of compli-
cations and may benefit from administration of steroids and anti-
histamines prior to the procedure [3]. There is very limited data avail-
able to establish a definite association between systemic mastocytosis
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and Kounis syndrome but the possible association described in a report
of 10 cases opens a platform for further research [4].

Kounis syndrome is mainly a clinical diagnosis. Although pathologi-
cal examination of the coronary arteries and/or the thrombus is highly
supportive; but it is difficult and rarely done in the real life.
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