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systémové mastocytézy — popis dvou pripada
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Souhrn

Popisovany jsou dva pripady systémové mastocytozy u 46leté a 63leté Zeny, kdy byla prvné stano-
vena spravna diagnéza na zakladé morfologie v nahodné zjisténé izolované kréni, resp. nitrobiis-
ni lymfadenopatii. U obou nemocnych chybély v okamziku histologické diagnézy charakteristické
kozni projevy i typické ,,mediatorové” symptomy. V jednom pripadé $lo o indolentni typ systémové
mastocytoézy bez prokazané genetické alterace, druhy piipad byl uzaviran jako agresivni systé-
mova mastocytéoza s eozinofilii se zjisténou bodovou mutaci asp816val c-kit genu a pirekvapivé
dobrou odpovédi na terapii Gleevecem. Rozebirana je jak morfologicka diferencialni diagnéza
mastocytozy v lymfatické uzlinég, tak nové poznatky v molekularni biologii téchto proliferaci, kte-
ré maji vedle osvétleni rozdilné geneze systémovych mastocytoéz predevsim zasadni prognostické
a terapeutické implikace.
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Summary
Isolated Lymphadenopathy as the First Presentation of Systemic Mastocytosis
- Description of Two Cases

Presented are two cases of systemic mastocytosis in 46- and 63-year-old women, where the correct
diagnosis was established in randomly disclosed cervical respectively intraabdominal
lymphadenopathy. Both cases lacked characteristic skin and systemic mast-cell mediator
symptoms at the time of histologic diagnosis. The first case was classified as a indolent systemic
mastocytosis without any proven genetic alteration, the second one met the criteria of aggressive
systemic mastocytosis with eosinophilia, where the point mutation asp816val in c-kit gene was
confirmed and the patient responded unexpectedly well to Gleevec. Discussed are both
conventional morphological differential diagnosis of mastocytosis in lymph nodes and recent
advances in genetics of these systemic clonal mast cell proliferations. The latter not only outlines
the oncopathogenesis but, in particular, also provides important prognostic and biological
implications of this peculiar disease.
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Uvod

(klonalnich) mastocytt (3). Na rozdil od benig-
nich a vétSinou reaktivnich, ¢isté koznich masto-

cytoz, vyskytujicich se hlavné u déti, postihuje
SM typicky dospélé osoby a je spojena se znacnou

Systémova mastocytéza (SM) je pestra skupi- morbiditou. Klinicka a laboratorni manifestace
na onemocnéni spolecné charakterizovanych  SM je velmi pestra a zahrnuje vedle kozniho pro-
multiorganovym nahromadénim nadorovych jevu (obvykle formou urticaria pigmentosa) dale
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