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Laboratory findings on admission

Table 1
Hematology Biochemistry
WBC 6,200 /ul TP
Neut. 43.0% Alb
Lym. 25.0% Na
Mo. 70% K
Baso. 1.0% Cl
Eos. 21.0% BUN
Aty-L 3.0% Cr
RBC 321 x10%/ul T-Bil
Hb 11.3 g/dl AST
Hct. 34.0% ALT
PIt. 15.3x10%/ul LDH
ALP
ABG analysis Y-GTP
(02 1 L/min, nasal canula) LAP
pH 7.393 ChE
PaCO: 41.6 Torr Amylase
PaO:2 774 Torr CK
HCOs3~ 24.8 mmol/L Glu
BE 0.4 mmol/L HbAlc

Serology

8.7 g/dl CRP 0.33 mg/dl

2.3 g/dl 1gG 4,121 mg/dl

138 mEq/! IgA 119 mg/dl

39 mEq/! IgM 65 mg/dl

105 mEq/! RF <11 IU/ml
17.0 mg/dl ANA 9
0.82 mg/dl <IgG subclass>

0.6 mg/dl IgGl 1,970 mg/dl (32.5%)

17 U/1 1gG2 1,300 mg/dl (21.4%)

4 U0/1 1gG3 55 mg/dl ( 0.9%)
174 U/1 1gG4 2,740 mg/dl (45.2%)
186 U/I
9 U/l Others

47 U/1 CEA 0.9 ng/ml

192 U/I CYFRA 2.1 ng/dl

80 U/I Pro-GRP 29.8 mg/dl

27 U/1 sIL-2R 2,457 U/ml

99 mg/dl B-D glucan 5.3 pg/ml

55% QuantiFERON-TB2G (—)

Fig. 1

A) A chest X-ray film on admission shows pleural effusion on both sides of the thorax. B) A chest

CT scan shows massive pleural effusion in the left thorax.

FC Pa0. 774Torr TdH Y IKERFE MU % 72D 7.
WA R - AR L >~ b7 Y BETIE, AMEA
DK % 7R, %ﬁEI‘rﬁ@EﬁﬁM’i’méf)t (Fig. 1A).
FaEB CT Tid, MK & BEOHERE ) » 7 XHilE K % 72
&)f: (Fig. 1B).
et MR BRI X B Ak T, &
H 6.2g/dl, LDH 101U/I cBHERKkoFiRTcdh by, 7
7/ Y77 3F—+¥ (adenosine deaminase : ADA)
flid 122U0/1 & 5L Twiz, BkoMEsrmi, 1) >
INERDS8T% & AL, WEMMEAk O KA KA D
10% \2#ig2 X 7> (Table2, Fig.2). 2N 6 DHERD
LREEASE R TR OEN S LEEEZ SNz, Ly
L, 747470 BRERLHKOPEE R (B,

PCR) 3w ihdBElTh ) HBEMMELIITEN L Z
Wr L7z & 72 Ilid o 8 F1 55 T R0 00 B Sk B e A U
MEIZEDT, RPNV AV g — v ZHEEALRIE X
e, &512, Mskrho CD38 Bpthfia o &K~ — - —
ENTIC BT, CD19"CD20 CD33 R Mg <> CD138"
EMBAETH Y, REIra7 Y Vs IR
OFTFHETIZRWVEBW L7 (Table 2).

EEMalE B L — VB0 MEBER CT Tk, o2k
it P P 2 4 éﬂ&)tiﬁ‘o 7278, BFANAREE - RS - R
BFLIEEBIC IR 7 i, HEREBO AT RLE S
hr.. 22T, é%’*’é’ﬁ‘ H 12 T fluorodeoxyglucose-
positron emission tomography (FDG-PET) A% jtifT
L7-&Z A, WMSHE - E8HE 1 - AIRES - HERsiM
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Table 2 Examinations of pleural effusion

Biochemistry

Protein 6.2 g/ml
LDH 101 U/I
Glucose 112 mg/dl
Amylase 40 U/I
ADA 122 TU/I1
CEA 0.5 ng/ml

Immunoglobulins
1gG 3,403 mg/dl
IgA 48 mg/dl
IgM 18 mg/dl
<IgG subclass>

IgGl 1,750 mg/dl (36.8%)
1gG2 882 mg/dl (18.6%)
1gG3 36 mg/dl ( 0.8%)
1gG4 2,090 mg/dl (43.9%)

Cell analyses

Total cells 2,600/l
Neut. 1.0%
Lym. 87.0%
Eos. 1.0%

Macrophage 1.0%
Atypical cells 10.0%

Cell surface markers
(CD38 gating)

CD19 92.2%
CD20 10.1%
CD33 0.8%
CD138 63.9%
MPC-1 28.4%

K-chain 58.6%

A-chain 404%

Microbiological examination
Bacteria (-)
M. tuberculosis-PCR ()
M. avium-PCR (-)
M. intracellulare-PCR  (—)

49 (3), 2011.
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Fig. 2 Cytological examination of pleural effusion
shows some lymphocytes and plasma cell-like large
cells. Mitotic cells were also observed.

Fig. 3 FDG-PET images demonstrate abnormal FDG accumulation in the orbital region, salivary glands,
cervical, supraclavicular, hilar and mediastinal lymph nodes (A, B). Moderate diffuse uptake was ob-
served in the lesser gastric curvature and in a regional lymph node (C).



WK B8 % 5 L 72 TgG4 B o 1 1 217

Fig. 4 Histological examination of the orbital pseudotumor shows infiltration of numerous plasma cells
(A, hematoxylin-eosin (HE) stain, X 100), and IgG4 is stained in the cytoplasm of the plasma cells (B,
%X 100). Gastrofiberscopy shows multiple small nodules, similar to verrucosa gastritis (C), and a histologi-
cal specimen of a gastric mucosal biopsy shows infiltration of plasma cells surrounding the gastric
glands (D, HE staining, X 100). Immunohistochemical staining of the specimen shows that I1gG4 (E,
%X 100) and CD138 (F, x 100)-positive cells were the predominant components of the infiltrating cells.
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Serum IgG
T.P. (g/dI) PSL | 30mg 25mg 20mg Wi5mg¥ (mg/dl)
10p TP 4 5000
8F 4 4000
6 F 4 3000
4F 4 2000
2F  <IgG4> 2740mg/dl —————» 1140mg/dl 11000
O 1 1 1 1 1 0
08.12.10 08.12.15 09.1.27 09.2.9 09.2.17
(Admission)
09.01.20 09.02.24
Before After a month of
treatment treatment

Fig. 5 Clinical course. (T.P.: total protein, PSL: prednisolone)
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EME A & A e (PSL 40~50mg/H) TH#
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Abstract

A case of systemic IgG4-related disease with bilateral pleural effusions

Hideyuki Tanaka, Hidenori Ichiyasu, Daisuke Notsute, Akihisa Yamashita,
Junji Hamamoto and Hirotsugu Kohrogi
Department of Respiratory Medicine, Kumamoto University Hospital

An 85-year-old man was admitted for non-productive cough and bilateral pleural effusion on a chest X-ray
film. Although his pleural effusion was exudative and showed an increased number of lymphocytes and a high
level of adenosine deaminase, Mycobacterium tuberculosis infection, even with a microbiological culture, PCR and
interferon-gamma release assay, was unverifiable. Cytology of his pleural effusion demonstrated plasmacytoid-like
large atypical cells. Immunological tests showed high levels of IgG and 1gG4 in both his serum and pleural effusion.
A fluorodeoxyglucose-positron emission tomography (FDG-PET) scan showed uptake of FDG in orbital lesions,
salivary glands, gastric wall, biliary system and lymph nodes (cervical, supraclavicular, axillary, hilar, mediastinal,
along the lesser gastric curvature). Histological examination of an orbital pseudotumor and gastric mucosal biopsy
revealed that numerous numbers of mostly IgG4 positive plasma cells, had accumulated. Based on these findings,
systemic IgG4-related disease was diagnosed. Corticosteroid therapy was started and the volume of pleural effu-
sion markedly declined. We report a rare case of IgG4-related disease accompanied by pleural effusion with a high
level of ADA.



