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Imonoglobulin G4 asociované onemocnéni v gastroenterologii
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IgG4 asociované onemocnéni je recentné definovana klinickd jednotka, kterd se mlze projevit postizenim jakéhokoliv
organu. Z gastrointestinaIni manifestace je nej¢astéjsi onemocnéni pankreatu (autoimunitni pankreatitida typ 1) a zlu¢o-
vého stromu (IgG4 asociovana cholangitida), méné casté je postizeni jaterniho parenchymu, onemocnéni organui travici
trubice je velmi vzacné. IgG4 asociovana pankreatitida i cholangitida svym klinickym obrazem ¢asto napodobuji maligni
onemocnéni, stanoveni diagndzy byva obtizné, vyzaduje peclivé zhodnoceni kombinace symptomd, sérologie a nadlezu
zobrazovacich metod, a to v adherenci k zavedenym diagnostickym kritériim. Prvni linii 1é¢by je podavani kortikoid(, re-
misi dosahne naprosta vétsina pacienta. Pii kontraindikaci, intoleranci nebo selhani kortikoterapie Ize u pacient(i podavat
deplec¢ni [é¢bu proti B lymfocytim (rituximab). Monoterapie jinymi imunosupresivy se na zakladé dostupnych znalosti
nejevi byt dostate¢né G¢inna. Cast pacienti maze profitovat z udrzovaci lé¢by k prevenci relapsu, ktery je jinak v pfipadé
IgG4 asociované pankreatitidy i cholangitidy casty. Rozpoznané IgG4 asociované onemocnéni ma dobrou prognézu, u ¢asti
pacient( ale dochazi k prestavbé postizeného organu s projevy dysfunkce, mozna asociace onemocnéni s vyssim rizikem
malignity doposud nebyla spolehlivé objasnéna.
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Immunoglobulin G4-related disease in gastroenterology

IgG4-related disease is a recently defined clinical entity that can manifest itself in any organ. The most common gastrointestinal
manifestations are diseases of the pancreas (autoimmune pancreatitis type 1) and biliary tree (IgG4-associated cholangitis);
involvement of liver parenchyma is uncommon and the affection of tubular organs is very rare. |gG4-related pancreatitis and
cholangitis can mimic malignancies in their clinical presentation. Diagnosis is often difficult and requires careful evaluation of
the combination of symptoms, serology and imaging findings, while adhering to the established diagnostic criteria. The first
line of treatment is the administration of corticoids and the remission is achieved in the vast majority of patients. In case of
contraindication, intolerance or failure of corticotherapy, patients should receive B cell depletion therapy (rituximab). Based
on the available knowledge, monotherapy with other immunosuppressants is not considered to be sufficiently effective.
Some patients may benefit from maintenance treatment to prevent relapse, which is otherwise common in both IgG4-related
pancreatitis and cholangitis. Recognized IgG4-related disease has a good prognosis, but some patients develop irreversible
fibrotic changes in the affected organ with consequent dysfunction; the possible association of the disease with a higher risk
of malignancy has not yet been reliably elucidated.
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Uvod multiorgdnovym postizenim, relabujicim prdbéhem, typickym histolopa-
Imunoglobulin G4 (IgG4) asociované onemocnéni @@nglicky IgG4-Related  tologickym a radiologickym nélezem, elevaci sérové hladiny IgG4 a dobrou
Disease; IgG4-RD) je systémovy chronicky zanétlivy syndrom definovany  odpovédi na lé¢bu kortikoidy a na deple¢ni terapii proti B lymfocytlm.
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