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Termin ,monoklonalni gamapatie klinického vyznamu” (Monoclonal Gammopathy of Clinical Significance — MGCS) je
zastfesujici termin pro velké spektrum poruch s poskozenim orgdnd monoklonalnimi imunoglobuliny (M-1g) ¢i volnymi
lehkymi fetézci (free light chain - FLC), produkovanymi typicky nemalignim klonem lymfatickych ¢i plazmatickych bunék.
Etiopatogeneze poskozeni organismu je velmi pestrd, patii sem depozice M-Ig ¢i FLC, poskozeni biologickou aktivitou M-Ig,
asociace tvorby M-Ig s nadmérnou produkci angiogennich a proinflamatornich cytokin( a nékdy zUstava etiopatogene-
ze neobjasnénd. Vymizeni poruchy po potlaceni tvorby M-Ig ¢i FLC potvrzuje souvislost poskozeni s gamapatii. Nékteré
formy MGCS poskozuji dominantné jeden orgdn, periferni nervy, kizi, ledviny ¢i oci, zatimco jiné maji systémové projevy.
Vysetieni M-Ig a FLC u jednotlivych poruch spolu s tkaiovymi biopsiemi vedou ke stanoveni diagnézy.

Lécba je podobna l1é¢bé mnohocetného myelomu ¢i Waldenstrémovy makroglobulinemie, ale na rozdil od téchto cho-
rob neni parcialni remise dostacujici, cilem je dosazeni kompletni remise (CR) s totalnim vymizenim M-Ig a FLC. Jen CR je
predpokladem signifikantniho zlepseni a obnoveni funkce organt a tkani. K 1é¢bé se pouziva tzv. ,clone-directed therapy”,
vysoce Uucinnd antiplazmocytarni ¢i antilymfocytarni lé¢ba obsahujici monoklonalni protilatky (anti-CD20 nebo anti-CD38),
tedy kombinace s vysokou pravdépodobnosti dosazeni Uplného vymizeni M-1g a FLC. Dalsi |é¢ebnou moznosti jsou imuno-
modulac¢ni davky intravendznich imunoglobulinli (2 g/kg) podavané v 28dennich intervalech. Tato terapie brzdi progresi,
neodstranuje pfi¢inu, proto musi byt podavana dlouhodobé jako udrzovaci lé¢ba.
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Therapy of disorders with organ dysfunctions related to "Monoclonal Gammopathy
of Clinical Significance" - MGCS

Monoclonal gammopathy of clinical significance (MGCS) is an umbrella term to describe a broad spectrum of disorders with
remarkable organ dysfunctions related to the underlying non-malignant B or plasma cell clone. Although the clone itself is
typically very small, it is associated with diverse clinical manifestations through different mechanisms, such as monoclonal
protein deposition, the biological activity of the monoclonal immunoglobulin, or angiogenic/inflammatory cytokine hyper-se-
cretion, or the ethiopathogensis is still unknown. Some predominantly involve a single organ, commonly peripheral nerves,
kidney, skin and eye, while others are systemic diseases with syndromic presentations. Recognizing the clinical features with
appropriate workups, analysis of monoclonal immunoglobulin in serum and urine and free light chain analysis in serum with
particular tissue biopsies, are the key to making a timely diagnosis, especially when the kidney or skin is affected.

Treatment strategy is similar to multiple myeloma or Waldenstrém macroglobulinemia, complete remission of gammopa-
thy is prerequisite of significant improvement of clinical symptoms and reversal of organ dysfunctions. Therapy is based on
clone-directed therapy, application of high effective antiplasmocytic or antilymphocytic therapy with monoclonal antibody
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