KAZUISTIKY | E5
Ustup retroperitonedni fibrozy po lécbé rituximabem, cyklofosfamidem a glukokortikoidy s néslednou udrzovaci lécbou rituximabem

Successful therapy of retroperitoneal fibrosis due to IgG4-related disease with rituximab,
cyclophosphamide and glucocorticoids followed by maintenance therapy wit ritutixmab

Idiopathic retroperitoneal fibrosis (IRF) is a rare condition characterized by the development of a peri-aortic and peri-iliac
tissue showing chronic inflammatory infiltrates and pronounced fibrosis. Ureteral entrapment with consequent obstructive
uropathy is one of the most common complications, which can lead to acute renal failure and, in the long term, to varying
degrees of chronic kidney disease. Common symptoms at onset include lower back, abdominal or flank pain, and constitu-
tional symptoms such as malaise, fever, and anorexia and weight loss. Pain is frequently referred to the hip, to the groin and
to the lateral regions of the leg, with nocturnal exacerbations, and typically does not modify with position.

We report a case of 56 year-old male with recurrent lower back pain and lower abdominal pain. Contrast-enhanced computed
tomography and was suggestive of retroperitoneal fibrosis and unilateral ureteral occlusion. Histologic examination with im-
munohistochemical staining for IgG4 demonstrate IgG4-related retroperitoneal fibrosis. Therapy was started with prednison
1 mg/kg, but the tolerance of this dose was poor. Therefore the therapy was switched to combination of rituximab 375 mg/
m2 on day 1, cyclophosphamide 300 mg/m2 mg infusion and dexamethasone 20 mg total dose infusion on day 1 and 15 in
28 days cycle. FDG-PET/CT control in fourth month showed residual accumulation of FDG in retroperitoneal fibrotic mass, and
therefore the therapy was prolonged to 8 month. The subjective symptoms of this diseases disappeared in the 8th month.
Then the maintenance therapy, administration of rituximab in 6 month interval, was started.

The activity of this disease be further evaluated by FDG-PET/CT imagination.

Glucocorticoids are considered the cornerstone of therapy. The use of other immunosuppressive agents, including cyclo-
phosphamide, azathioprine, methotrexate, mycophenolate mofetil and biological agents such as rituximab, tocilizumab and
infliximab and sirolimus have been reported as a valuable option mostly in case reports, cases series and small studies. This
agents allowed to reduce cumulative dose of glucocorticoids and its adverse effects. Therefore in our patients we preferred
combination of rituximab cyclophosphamide s dexamethasone with lover dose of prednisonem.

This combination is preferable for patients who cannot tolerate glucocorticoids or who are likely to suffer from significant

glucocorticoids -related toxicity.
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Uvod

Bolesti v bedernf krajiné maji pomérné Sirokou paletu pficin, od
nejcastéjsich deformativnich zmén, prres axialni spondyloartritidu anebo
bolesti zplsobené destrukci obratlt mnohocetnym myelomem az po
bolesti, které jsou zpUsobeny patologickymi procesy v panvi. A jednou
Z piicin bolesti v bederni oblasti je také retroperitonedlni fibréza. Tato
pomerné vzacna diagndza privadi pacienty k Iékafi ¢asto s bolestmi
v prlbéhu ureteruy, které se promitaji jak do lumbalni krajiny, tak ale
i do levého ¢i pravého hypogastria, mohou vyzafovat do oblasti tfisla
a u muzt i do varlete. Na cilené otdzky pacient obvykle odpovi, ze
bolest m& intermitentni az kolikovity charakter, takze ¢asto vznikne
podezieni na lithidzu v ureteru.

Idiopaticka retroperitonedlni fibréza byla popsana v roce 1948, ale
teprve od roku 2012 vime, Ze mUze byt asociovédna s onemocnénim
asociovanym s IgG4 (IgG4-related disease — IgG4-RD), takZe v roce
2022 mluvime o retroperitonedlni fibréze asociované s IgG4-RD ¢i
bez prikazu této asociace. Nemoc se mUze projevit dalsimi priznaky:
systémovymi zanétlivymi projevy, hydronefrozou, renalnf insuficienci,
pfipadné nové diagnostikovanou hypertenzi ¢i zhorsenim jiz stavajici
hypertenze. | kdyZ nemoc diagnostikuji a Ié¢i urologové, kroky téchto
pacientd nejdfive vedou k praktickému lékafi, internistovi anebo rev-
matologovi, a proto tento ¢lanek cilime do ¢asopisu Vnitfni [ékafstvi
(1-3). Tito lékafi vsak pouze vyslovuji podezienia musi poslat pacienta
na urologii k dal3f diagnostice a 1é¢bé, jak popisuji urologové v ceské
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a slovenské literature (4-7). Nemocné nejcastéji privadi k urologlim
hydronefréza, kterd je disledkem této nemoci.

Popis pripadu

Pacient, narozeny v roce 1965 (56 let) doposud nebyl vézné ne-
mocen a zadné léky dlouhodobé neuZival. Kolem Vanoc roku 2020
zacal pocitovat kiecovité bolesti lokalizované v pravém hypogastriu
prechazejici az do tfisla. Bolesti vsak pocitoval i v bederni krajiné.
Jeho bolesti v prlibéhu dne kolisaly a s postupem ¢asu se zvySovala
jejich intenzita. Pfi prvni ndvstévé nizkoprahového pffjmu nemocnice
byly jeho bolesti zhodnoceny jako lumbalgie, a tak s léky tlumicimi
bolest byl odeslan domu. Pak viak navstivil svoji praktickou lékarku,
kterd se jej velmi peclivé vyptavala na charakter bolesti a jejich pri-
béh v Case a kterd z jeho anamnézy vyvodila, Ze jeho potiZe nejvice
odpovidaji kolikovitym bolestem pfi urolitidze, a proto jej poslala na
urologii. Urologové vysetfili bficho ultrazvukem a zjistili hydronefrozu
na praveé strané.

Indikované nativni CT vysetien( ledvin potvrdilo jednostrannou
dilataci dutého systému ledviny bez prikazu obturujici lithidzy. Vysetreni
odhalilo patologickou tkan v retroperitoneu obklopujici velké cévy
a pravostranny ureter, viz obrazek 1.

Tento problém okamzité fesili zavedenim JJ stentu, s jehoz pomoci
obnovili drendz ledviny, coz vedlo k Upravé hydronefrézy. Pro objasnéni
povahy patologické tkdné v retroperitoneu napldnovali urologové dalsf
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