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Table 1
<mH-> <E{L%>
WBC 3200 Jfw TP 111 gfdl  BUN 21.6 mg/dl
Seg 43.0 % Albmin  23.0 9% Cr 1,27  mg/dl
Lym  38.0 % al 24 9% UA 7.1 mgfdi
Mono  18.0 % al 45 % AMY 103 mEqg/l
Eos 10 % B 3.0 a% Na 133 mEq/l
RBC 393 A/u v 671 % K 4.5 meg/l
Hb 119  g/dl MEH (—) a 102 mEq/l
Ht 34.7 % T.Bil 03 wmg/dl Ca 8.4 mgfdl
Pt 125 FAful  AST 19 un P 3.9 mg/dl
ALT 9 ufl
<RATR> LDH 146 ufl  <HEEE>
o (—) ALP 194 ufl PTINR 110  INR
#BH (t) y-GTP 14 U/l APTT 272 #
18R 056 gfday ChE 162 un  Fib 317.0 mg/dl
# M (2+) KL-6 117 Ufmi D-dimer 0.86 pg/ml
Hm# (—) K 12 u/l
<l
cRP 0.65  mg/dl #fidsDNA Ab -
ESR{1h) 74 mm HLUL-RNP Ab (=)
fmeee 1.8> Hism Ab =)
RE 1> u/mi R 1280 &
a 18.7 mg/di homogeneous 1280 &
ca 0.9 mg/dl speckled 40> &
CH50 47> CHSO0/ml Nucleolar a0s &
186 7838.1 mg/dl Centromere 40> &
18G4 2750 mg/dl Peripheral 40> &
Igh 108.6 mg/dl R -)
lgM 193.3 mg/dl B2-GPiAb 13> U/fml
sil-2r 3562 U/ml LAC 1.0
HBsAg (ot} #AhLLAYEge 7 U/mi
HBcAb 0.16 s/co
HCVAD (=
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IgG4-related disease with multi-organ disorders

Kazuhiko HicasHiokA*, Kenji YosHiDA, Kensuke Oryoj1, Kazuo KAMADA,
Shin-ichi M1zuki and Eisuke YoxoTa

*Division of Rheumatology, Matsuyama Red Cross Hospital

IgG4-related disease is a recently recognized autoimmune systemic disorder that has been
described in various organs. The disease is characterized histologically by dense infiltration of
IgG4-positive cells and fibrosis. A 64-year-old man presented at our hospital with fatigue and
swelling of the submandibular glands. He was suspected of having SLE by the presence of
strongly positive antinuclear antibody, bicytopenia and hypocomplementemia in his laboratory
data. However, the laboratory data also showed high levels of serum IgG4. Imaging studies
revealed multiple organ involvements, consistent with IgG4-related disease. Immunohistochemical
staining revealed numerous IgG4 positive cells in the kidney and inguinal lymph node. We
diagnosed the patient with IgG4-related disease and started his therapy by administering
prednisolone. He responded promptly to prednisolone therapy. His clinical, serological and
imaging findings showed marked improvements in each organ. This case was a rare and unique
one showing involvement of as much as 8 organs. To our knowledge, few cases have multi-organ
involvements to the degree which this case reported. Therefore, we should consider IgG4-related

disease as differential diagnosis when we see systemic diseases like this case.
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