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Waldenstromova makroglobulinemie (WM) je lymfoplazmocytarni lymfom s tvorbou monoklondiniho imunoglobulinu typu
IgM (M-IgM). Klinické projevy zahrnuji anémii, trombocytopenii, hepatosplenomedgalii, lymfadenopatii a v pokrocilych pfipadech
hyperviskozitu, nékdy kryoglobulinemii a B-symptomy. Vyjimecné mlze nemoc infiltrovat CNS (Bing-Neel syndrom) ¢i plice. Dia-
gndza nemoci je postavena na prlkazu infiltrace kostni dfené lymfoplazmocytarnim lymfomem a na prikazu M-IgM.

Mutace L265P MYDA88 je prokazatelna u 90 % nemocnych s MW a také u vétsiny pacientd s MGUS typu IgM. Ne vsechny osoby
spliujici kritéria WM vyzaduji 1é¢bu. PFi absenci jakychkoliv symptom( se doporucuje jen sledovani a lé¢ba se zahajuje, az se
objevi symptomy zplGsobené MW. Standardni terapif je antiCD20 protildtka v kombinaci s bendamustinem nebo cyklofosfa-
midem a dexametazonem, nebo antiCD20 protilatka s inhibitorem proteazomu. U pacientl s ¢asnym relapsem po této lé¢bé
je vhodné zacit 1é¢bu ibrutinibem.

Purinova analoga jsou sice G¢inng, ale od jejich pouziti se ustoupilo ve prospéch méné toxické [écby. V roce 2022 preferujeme
indukéni [é¢bu rituximabem, bendamustinem a dexametazonem. V pfipadné netolerance rituximabu pouzivdme obinutuzumab
v pfipadech, kdyz tento Iék schvali platce zdravotni péce. Waldenstromova makroglobulinemie ma zvlasté u mladsich osob indo-
lentni priibéh, a proto je nutné volit [é¢bu s co nejmensi toxicitou.
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Waldenstrém’s macroglobulinemia, overview of clinical symptoms, and therapy and our experience with ibrutinib therapy

Waldenstrém macroglobulinemia (WM) is a lymphoplasmacytic lymphoma with immunoglobulin M (IgM) monoclonal protein.
Clinical features include anemia, thrombocytopenia, hepatosplenomegaly, lymphadenopathy, in advanced disease hypervis-
cosity, kryoglobulinemia, B-symptoms and in rare cases the disease can infiltrate CNS (Big-Neel syndrom) or lungs. Presence
of IgM monoclonal protein associated with clonal lymphoplasmacytic cells in bone marrow confirms the diagnosis. The L265P
mutation in MYD88 is detectable in more than 90% of patients and is found in the majority of IgM MGUS patients. Not all
patients who fulfill WM criteria require therapy; these patients can be observed until symptoms develop. Standard therapy
is antiCD20 antibody with combination with bendamustine or cyclophospamide and dexamethasone or antiCD20 antibody
with a proteosome inhibitor. In patients with early relaps after this therpay we use ibrutinib. Purine nucleoside analogues are
active but usage is declining in favor of less toxic alternatives. In the 2022 we prefere for induction rituximab and bendamus-
tine and in case of rituximab intolerance we used obinutuzumab. Given WM'’s natural history, reduction of therapy toxicity is
an important part of treatment selection.
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