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Castlemanova choroba (Castleman disease — CD) je zastfesujici termin pro skupinu heterogennich nemoci s charakteristickymi
histomorfologickymi zménami v postizené nebo v postizenych lymfatickych uzlinach. Castlemanova choroba muze postihnout
jen jednu lymfatickou uzlinu, pak ji nazyvame unicentrickou Castlemanovou chorobou (unicentric Castleman disease — UCD).
Castlemanova choroba vsak mUze také postihovat lymfatické uzliny generalizované, a pro tento stav je vyhrazen termin multicen-
tricka Castlemanova choroba (multicentric Castleman disease— MCD). Prvni mezinarodni doporuceni pro diagnostiku a Iécbu UCD
bylo zvefejnéno v roce 2020. Dle tohoto doporuceni zlistava Ié¢bou volby kompletni chirurgicka resekce, pokud je proveditelna.
V pfipadé, ze loZisko neni resekovatelné, nabizi toto doporuceni vice moznych postup(. Pokud je asymptomatické, je mozné jen
sledovani. Pokud loZisko komprimuje dllezité organy a zplsobuje tak potize nemocnému, tak Ié¢bou volby je kombinovana
terapie obsahuijici rituximab, glukokortikoidy, radioterapii, cytostatika. Pokud Ize, je mozné pouzit 1é¢bu embolizaci. Pokud toto
chirurgicky neodstranitelné loZisko zplsobuje intenzivni systémovou zanétlivou reakci a nepomohla predchozi [é¢ba, je moz-
né pouzit Iécbu cilenou proti interleukinu-6 pomoci preparatu siltuximab. V tomto ¢lanku popisujeme symptomy, které mize
zpUsobit unicentricka Castlemanova choroby, diagnostické postupy a lé¢bu se zohlednénim mezinarodniho doporuceni pro
diagnostiku Castlemanovy choroba a pro l1écbu unicentrické formy Castlemanovy choroby.
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Unicentric Castleman’s disease. Symptoms, diagnostics and therapy

Castleman disease (CD) includes a group of rare and heterogeneous disorders with characteristic lymph node histopathological
abnormalities. CD can occur in a single lymph node station, which is referred to as unicentric CD (UCD). CD can also involve mul-
ticentric lymphadenopathy and inflammatory symptoms — multicentric Castleman disease.

The first-ever diagnostic and treatment guidelines were recently developed for UCD and published 2020. Complete surgical re-
section is often curative and is therefore the preferred first-line therapy, if possible. The management of unresectable UCD is more
challenging. Existing evidence supports that asymptomatic unresectable UCD may be observed. The anti-interleukin-6 monoclonal
antibody siltuximab should be considered for unresectable UCD patients with an inflammatory syndrome. Unresectable UCD
that is symptomatic because of compression of vital neighbouring structures may be rendered amenable to resection by medical
therapy (rituximab, steroids), radiotherapy, or embolization. In this article, we report about the symptoms of this disease and about
the diagnostics recommendation published in the International, evidence-based consensus diagnostic criteria for HHV-8-negative/
idiopathic multicentric Castleman disease and about the therapeutic recommendation published in International evidence-based
consensus diagnostic and treatment guidelines for unicentric Castleman disease published in the year 2020.
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