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Table 1 Laboratory data
Hematology Biochemistry Serology
WBC 6,540/mm3 TP 8.1 g/dl CRP 0.21 mg/dl
Neu 455% Alb 50.4% IgG 2,865 mg/dl
Lym 26.1% o 3.0% 1gG4 1,610 mg/dl
Bas 0.8% o2 79% IgA 95 ml/dl
Eos 22.2% B 6.6% IgM 19 mg/dl
Mon 5.4% Y 32.1% IgE 58.9 IU/ml
RBC 455 % 10%/mm3 BUN 10.1 mg/dl Cs 68.1 mg/dl
Hb 13.1 g/dl Cr 0.67 mg/dl Ca 1.8 mg/dl
Ht 40.7% Na 138 mEq/L CHso 11 U/ml
Plt 18.7 x 10*/mm3 K 4.3 mEq/L Ferritin 2320 ng/ml
ESR 49 mm/h Cl 102 mEq/L RF 79 U/ml
Blood gas analysis (room air) GOT 54 TU/L ANA <40 x
pH 7430 GPT 66 IU/L Anti SS-A Ab <5 index
PaCO2 384 mmHg LDH 140 TU/L Anti SS-B Ab <5 index
PaO2 89.3 mmHg ALP 661 TU/L sIL-2R 1,374 U/ml
HCOs3~ 25.2 mmol/L Y-GTP 270 TU/L KL-6 219 U/ml
BE 1.2 mmol/L T-bil 05 mg/dl ACE 11.7 U/1
A-aDOq 12.7 mmHg Amy 21 1U/1 Lysozyme 7 mg/ml
Pulmonary function test BALF (from right Bb)
vC 6.01 L Recovery 46.7%
%V C 132% Cell count 1.7x10°/ml
FEV1o 401 L Neu 3%
FEV10% 66.72% Eos 1%
Vso 3.12 L/sec Lym 35%
Vas 1.68 L/sec Mo 61%
Vso/Vas 1.88 CD4/CD8 0.3
%DLco 122% Cytology no malignancy
Culture negative
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Fig. 1 Chest X-ray film shows bronchial wall thickening in bilateral lung fields (a). Chest CT scan shows
centrilobular small nodules, thickening of the interlobular septa and marked thickening of the bronchial

wall (b).

Fig. 2 Cervical CT scan shows swelling of bilateral lacrimal glands (a), parotid glands (b) and subman-

dibular glands (c).
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Fig. 3 Bronchoscopic examination shows irregular and edematous mucosa at the carina (a) and the right

truncus intermedius (b).

Fig. 4 Histopathologic examination of a bronchial mucosa biopsy reveals diffuse infiltration of 1gG4-posi-
tive cells in the submucosal layers (a: hematoxylin-eosin stain, X 200, b: IgG4 immunostain, X 200).

TRV G hb.

Bronchovascular type T, JAERINEIZEAE M K,
MiNa e, /NEERIbERE, B ICAOND. 05T,
Wiy 8o 72 nwb W B[ RFEE IS T 5.
ZhWz, LhFRMEZRIEETHL VIS F—T X
RFEMEY V8 E, ¥ 51213 multicentric Castleman dis-
ease (MCD) o) v sHmtkR B2 #ER L 27l
Z b7\, Inoue 5 DT bronchovascular type ?
560, ALY v BHEIRED 5 id v a A F—
VAEBWENT WA, RIZ IgG4 B B AR 00 72
IR AZ LWIGE, TRZE D A TiE 1gG4 BIHE R R
LRRTDIENHLNBISFIETHEEZONS. A
FHEIRE 2RO 24, 1gG4 B R b &HICE
ORI SRS 5 & T EIC T, BED LI IUEE
IgG4 MAEDF M2 FEFE T 2 LED D 5.

IR 2 3 A AR &) &R RO IRIR R AL S
IgG4 PR 2SZ M L Cwb Z L RFEH L 72, #
DO—JT, ARERTIZWE CT 1 T/RZER.OMERLIRE R
NEMPRRELE D FERR T E . 4R, /NEEFLOERLIRE

HUFEI R WRAT R T D 1gG4 2585 L7l E L&
% Matsui 5", Hasegawa SYAMELTW525, Zh
5 O TR B AR O KA SRR b £E 5 Tw
5. 7272, IR O R SCRERLE AR IS B AL B, 520 1gG4
PP R 2 FEHE L 7213 D72 <, BBRGR W
MALEZONS.

AHEB) TR E AR B, R i ki %
ToTw5h, IgGa BEE B O MW EHZE T 5558
KRR IC DO VT WL DDA 5. Tsushima
DI HCRER IR EIREZ AL 72 19 o RE
ThifaE a2 ME LCh ), Bk, Voo
AERADEHRELTWAEY. CD4/CD8 12 32+23 &
BHEANLVEL, PVaf F=Y 2L DKW, —F
AHEBI R Matsui 5%, Hasegawa "W D 5 Tid CD4/
CDBIMETLTHEY, HMEICLIV AL TS, IgG4
B L JE D PR BRI 22 V23 & S S A ks O RE T Y
iE B L TS B OIS LETH 5.

IgG4 B BT S XM B O S PREEAE W 2 & A3
LN Twh. Masaki 5OWMEICL 2 &, 1gG4 B E



940 ELERERS

Fig. 5 Chest CT scan taken 1 month after the admin-
istration of prednisolone shows dramatic improve-
ment in his bronchial wall thickening.
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Abstract
A case of IgG4-related disease with marked thickening of the bronchial wall

Masachika Hayashi”, Masaaki Okajima", Takashi Shimizu", Natsue Shimizu”,
Kazuaki Morohashi”, Jozi Toyama" and Kazuhisa Mori”
YDepartment of Internal Medicine, Joetsu General Hospital
?Department of Oral and Maxillofacial Surgery, Nippon Dental University School of Life Dentistry

A 52-year-old man noticed hardening and swelling of his salivary glands in the summer of 2009. We suspected
Mikulicz disease and performed several work-ups. His serum IgG4 level was elevated, and a chest computed to-
mography scan demonstrated marked thickening of the bronchial wall. A histopathologic examination of a bron-
chial mucosa biopsy specimen revealed diffuse infiltration of IgG4-positive cells in the submucosal layers, and on
this basis we diagnosed I1gG4-related disease. After the administration of corticosteroids, the patient’s symptoms,

his serum 1gG4 level and bronchial wall thickening all improved. When encountering a patient with thickening of
the bronchial wall, IgG4-related disease should be considered.



