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CLINICAL EVALUATION OF DIAGNOSTIC AND TREATMENT
PROTOCOL OF IDIOPATHIC RETROPERITONEAL
FIBROSIS INCORPORATING CONSIDERATION
OF POSSIBLE IgG4-RELATED DISEASE
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About half of idiopathic retroperitoneal fibrosis might be classified as a IgG4-related disease, a newly
characterized disease that is especially known to be sensitive to steroid therapy. We developed a new
protocol for diagnosis and treatment of retroperitoneal fibrosis, which included aggressive diagnosis of IgG4-
related disease. We retrospectively reviewed 22 cases with idiopathic retroperitoneal fibrosis that were
diagnosed and treated according to our protocol. Of them, 10 patients (45.5%) had no evidence of IgG4-
related disease (non-IgG4RD group), whereas 12 patients (54.5%) were diagnosed with IgG4-related disease
(IgG4RD group). All patients received steroid therapy, and 13 patients (59.1%) underwent ureteral stenting
or received prednisolone (PNS).  There was no severe adverse event and planned steroid therapy was
completed in all patients. In principle, maintenance steroid therapy was continued after induction therapy
in the IgG4RD group, whereas steroid therapy was discontinued in the non-IgG4RD group. Regression of
retroperitoneal plaque was achieved in all 22 patients. Four (57.1%) out of 7 patients and 3 (50.0%) out of 6
patients achieved freedom from ureteral stent or PNS in the non-IgG4RD group and IgG4RD group,
respectively.  All 3 patients with PNS became catheter-free after treatment, whereas only 4 (40.0%) of the 10
patients with ureteral stent could become stent-free.  Steroid therapy could be discontinued in 7 patients
(70.0%) in the non-IgG4RD group. The results of this study suggest that similar efficacy of steroid therapy
can be expected in the non-IgG4RD group and IgG4RD group.

(Hinyokika Kiyo 63 : 449-454, 2017 DOI: 10.14989/ActaUrolJap_63_11_449)

Key words : Idiopathic retroperitoneal fibrosis, IgG4 related disease

449

i

TRRERARAEE (X, RKBIARE B R A8 B & B AR R B L 18
TEIIEMI IR & 2 e AR LR A % B9 2 B
LREBRTH Y, REWE, KEERZI SR, B
PERESS, SEHIME, RYORE 7R SRS S SR MR IR
FAMERE L L, IS 22D %  AEROIRE % B9
% b ODUHFEMEREREGMETH D, AT 01 FiHE
WSS A EDHOEN TS, FEOHWTIIAWT
HDHEINTWID, EFEEEMESSHET SN
IgG4 B BAS, HREsMERIEIRAERE O 5 HAH 4%
b I EMEREN TV,

LRCIE, SURMERIEEAHEE OBy Mz, T

i

M TgG4 BB A BB 4 % 72 D12 MG - M AE B
X OHME AT ) B 7 e b a— VA ER L
2. FINE DAL ENIERNICH T A AT A K
B BLXORBEHO 7O b a— Vel L7z, R
ZETIZMRHC BT 2 70 b 3 — Wiz X DHE5eM%
JE R ARAEE O V5 B & Mest L7z,

&R EHE

20104F 1 A & 1 Table 1 (2R FIMEIZ & 0 HAEHER
HERE 2 22107 L T\ 5. AXER]C R M R IE IERHEE %
BN 5720, MiEEE~— 7 —, HILENEEZ S
OFBHWIEFEDOA 7 ) — = TR iToTW5h. b
HEE S NTHERITIRIME 1gG4 OMWEITMZ, Ak



450 WIRAE 638

Table 1. Strategy for diagnosis and management of
retroperitoneal fibrosis
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Table 2. Comprehensive diagnostic criteria  for
IgG4-related disease )
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Fig. 1. Protocol of steroid therapy for IgG4-related
disease” .
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Fig. 2. Protocol of steroid therapy for idiopathic
retroperitoneal fibrosis with no finding
suggestive of IgG4-related disease.
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Fig. 3. Protocol of steroid therapy for relapsed idio-
pathic retroperitoneal fibrosis. 1) Relapse
after completion of initial steroid therapy
and 2) relapse during initial steroid therapy.
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Table 3. Patient characteristics and treatment out-
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Table 4. Details of patients without diagnosis of IgG4-related disease
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