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A case of IgG4-related tubulointerstitial nephritis showing the progression of renal dysfunction after a cure
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A 78-year-old-man was admitted to our hospital because of renal insufficiency 20 months after the onset of
autoimmune pancreatitis. He had cerebral infarction and prostatic hypertrophy as complications. He had been
previously diagnosed with autoimmune pancreatitis (AIP). The initial therapy was started with oral prednisolone
at the dose of 0.8 mg/kg (40 mg/day). Prednisolone had been tapered off gradually through a one-year period.
Four months later from terminating prednisolone, a follow-up CT showed multiple low-density areas in both kid-
neys without swelling of the pancreas. Furthermore, 4 months later, laboratory findings showed progressive
renal insufficiency. On admission, BP was 167/77 mmHg, and the bilateral submaxillary glands were swollen.
He did not have pretibial edema. Laboratory findings were as follows. BUN 55.9 mg/dL, Cre 6.17 mg/dL,
Amy 65 mg/dL, TP/Alb 9.5/4 g/dL, v-gl 43.7 %, 1gG/IgA/IgM 3,395/112/74 mg/dL, IgG4 1,460 mg/dL,
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urinary protein 1.38 g/day, and 24 hr-Ccr 11.8 mL/min/1.73 m?. Percutaneous renal needle biopsy was
conducted. Light microscopic findings demonstrated tubulointerstitial nephritis (TIN) and membranous change.
Immunofluorescent microscopic findings indicated diffuse deposition of IgG2 and IgG4 in the renal interstitium.
On the basis of these findings, the condition was diagnosed as IgG4-related tubulointerstitial nephritis. As renal
insufficiency was progressing, hemodialysis was started soon after admission and oral prednisolone was also
started at the dose of 0.4 mg/kg (20 mg/day). However, improvement of renal function has not been obtained
and hemodialysis and prednisolone tapering are still being conducted.

This case showed severe tubulointerstitial nephritis requiring hemodialysis after a cure for autoimmune
pancreatitis. IgG4-related renal disease rarely needs hemodialysis. This case indicates that the prognosis of
IgG4-related systemic disease is not necessarily good and further accumulation of cases is required.
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Fig. 1. Clinical course
CT @ computed tomography, PSL : prednisolone, HD : hemodialysis

Fig. 2. Computed tomography

a : At onset of AIP : Multiple low-density areas can be
seen in both kidneys.

b : During steroid therapy : Improvement of pancreatic
swelling and renal multiple lesions can be observed.

c : After 4 months from terminating steroid therapy :
Progression and extension of multiple renal low-den-
sity areas can be observed.



76

AIP (AR, BIHEBEREEONEST L 72 1G4 BY# TIN

Table. Laboratory findings on admission
Blood cell count T.Bil 0.39 mg/dL Serological study Urinalysis
WBC 6,700/ L D. Bil 0.05mg/dL CRP 0.1 mg/dL Glucose 1+)
Eosino 16.0 Amy  65mg/dL I9G 3,395 mg/dL Protein 2+)
RBC 316 % 10%/uL BUN 55.9 mg/dL 1gG4 1,460 mg/dL URO (£)
Hb 95g/dL  Cre 6.17mg/dL IgA 113 mg/dL Ketone (=)
Ht 289%  Na 137 mEq/L IgM 74 mg/dL Bilirubin (=)
PIt 18.2x10%uL K 5.8 mEq/L Cs 57 mg/dL Occult blood (2+)
Coagulation Cl 106 mEq/L C, 28 mg/dL
PT 79.5 % Ca 8.1 mg/dL CHso 27.3U/mL Sediments
aPTT 27.3s P 3.3 mg/dL PR3-ANCA <3.5EU RBC 1~4/HF
Fbg 379mg/dL TP 9.5g/dL MPO-ANCA <1.3EU WBC 1~4/HF
Blood chemistry Alb 4g/dL Cryoglobulin (=) Granular casts 5~9/HF
AST 151U/L %Alb 421 % ANA <40 Urinary protein 1.38 g/day
ALT 811U/L al-gl 2.6 % anti-Sm antibody (=) 24hr-Cer 12 mL/min/1.73 m?
ALP 2611U/L  a2-gl 6.9 % anti-RNP antibody (=)
rGTP 911U/L B4l 4.7 % anti-DNA antibody 7 1U/mL
LDH 149 1U/L r-gl 43.7 % RF 51U/mL
ChE 1931U/L  A/G 0.73 anti-SS-A/Ro antibody (—)
TC 110mg/dL  HbA, 52 % anti-SS-B/La antibody (—)
TG 85mg/dL  BS 106 mg/dL anti-Scl-70 antibody ()

Fig. 3. Light microscopic findings
Diffuse renal interstitial fibrosis with infiltration of plasma
cells and lymphocytes can be observed. Collagenous fibro-
sis exists around the infiltration cells. Renal tubules are
atrophic. (PAS (periodic acid-Schiff) stain, X 400)
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lgG2

lgG4
Fig.4. Immunofluorescent
microscopic findings (IgG
subtype)
Diffuse deposition of IgG2 and
IgG4 in the renal interstitium
can be seen.

a

b

Fig. 5. Electron microscopic findings
: Subepithelial deposits can be seen on the glomerular base-

ment membrane. ( X 3,500)

. Electron dense deposits can be observed on the

mensangium. ( X 3,500)

" Interstitial infiltration cells. Many plasma cells with rich

rough-surfaced granular endoplasmic reticulum can be
observed. (X 3,500)
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