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Table 1 Laboratory findings
Hematology Biochemistry Serology
WBC 8,700/l TP 75g/dl CRP 6.33 mg/dl
Neutro 39.8% Alb 29 g/dl KL-6 153 U/ml
Eos 48.9% BUN 155 mg/dl ANA < x40
Lymph 94% Cr 1.0 mg/dl PR3-ANCA <10EU
Mono 1.9% AST 26 1U/L MPO-ANCA <10EU
RBC 394 x10"/ul ALT 211U/L RF 117 U/ml
Hb 11.1 g/dl ALP 176 TU/L IgG 3,013 mg/dl
Ht 33.8% LDH 328 1U/L IgA 117 mg/dl
Plt 22.0x10"/ul T-Bil 0.7 mg/dl IgM 21 mg/dl
Na 134 mEq/L IgE 544 TU/ml
Urinalysis K 40mEq/L 1gG4 966 mg/dl
Occult blood (=) Cl 99 mEq/L C3 89 mg/dl
Protein 1+) BS 96 mg/dl C4 14 mg/dl
Cast (=) BNP 334 pg/ml CH50 <12.0U/ml

2 AR & 0 IR ERE AR S Ui L L CHimEE
GLERFGENDZDIUBLZEDL»ro7 1y Hui Ly
THREOBE B LILK L 7272 DRI &3 PR B o #
wHEL Y — %% L, KMIMOIFERERIEZ L iR
W Fig ) #HEBINTARE L 72, O,
FAY MR E 2 Beb 5 X 9 2 HREERIE 2o 72

ABEREBUE © BakiEW, 5K 180 cm, fRE 91.7kg (34
HT7J A 4kg), MRI124/min - LIZ LIEAREE, 10
¥ 24 1al/min, AL 365C, Sp0. 94% (EHA), 64
AT T A M THRATBIMGT 4 min T Sp0, 13 78% £ T
T L.

MKoOBMP#EZ L. OENREER L. SR »8
g, R R 2 L. g0 A JES A 0 R Ay
fine crackles % BEEEREIC L 7z, BARHII-ACRELS D Wik (2 10
WL ZGhorz, DHEEZL, IRIZUDIEUIEAEE. BRI
Bl R&FTRAL. PRoF7/—ER L. IHKRIE
L. EAEY) YoNHEIAEST. WY BRI S
MCUE Do 2HFEIR T, — BRI & vl &
ERAE Y Rt oy

ABe Rt AT i (Table 1) @ CRP L3, #Hifl& K7
VT X VIEZ B 7z RPN 1+ 7225 = FAE %
B o7z ) 7= T HF B TR IIE % 720
7z. ¥U #% PU 1K, antineutrophil cytoplasmic antibody
(ANCA) & myeloperoxidase (MPO) ANCA 3 pro-
teinase-3 (PR-3) ANCA dBEMTH 72, & IgE IMUE,
= IgG IME & & 1gG4 IME % 526 72,

KAYMAFFRERIE S % & 729 KRR EGHE D W THA
BEOTAI) ==V T EATo720, wihbBEWET
HoTz. MR RIEFMME O A, PUBRE TSR
R LB TH 7. RIS Tldirikek e £ 50
O 72 SR RO B o 7. AR S AT IEER % £
KRR 723 REMINIZERD T, B —Rlie, PuBRw

EdvICEETH - 7.

ABERERIEE X MEHTIEMMiO 0 E AR ER L,
Nl FIRasE Bk, MK %2 o7z (Fig. 1). MWE CT
TIXAEEEORBE L 30 7T ZARKEE, WHGRRO
ANFER B RE O IR, g A B K R & HERR A P Y > oS
JEK%ZRBD7 (Fig.2). mIEECT T, figl, P
Fi, B ORRNEIE & 58 72, S SRR AT
BTHOANRATRA Y —=TIEFVCIX256L 5 283L
WHINL, FEVio1Z L96L 225 2191 ~& 0231 (12%)
MLz Ay b—va VB BIFHRA Y E—F v
Z il %€ [Impulse Oscillometry System (I0S), Most-
graph-01%, F = A ML] TIIRE LIRIEW AR T
A >~ ¥ = v 20 %R0 7z. R5132.89 (cmH.0/
L/s) 75 218 ~25%fKF L, R5—R20 1% 059 #* & 0.37
NESJTRIET L7z DEKTIE, BIENOEMEIR%
L TW.

RE XM TIE, A8 - JE SRR OFR %2
P9 BB EHIEEICED 2. KEOHB DS OEMRTIE
S A% FEHRIERIKREE OB R 2 7205, W
JE R M 23RO e b o 72, 1gG4 Yt Tk, IgG4 Btk
TR E A ERBO R -7 (Fig. 3). EEHIX
S DOFE MBS TI1X, B 78%10°/ml &
Wint, filgsmcix, ~2ua77—3240%, V) ¥/
B 1.0%, WPERER 75.0% & I REk s o BN % D 72,
FEEIERB X O IED AT o 72 8RREGE i M Id B AL
Nl 9 DT R 2 157225, IFERERERNE 372> TR E < 1
BROFRIEED o fz. REGD T EEC
1gG4 Bt AL o= % 580 72 (Fig. 3). 1gG4/IgG
BRI 1E 50% BL T dH - 72.

TRRDBIZE DR EM T, K MRS RER, MRk
Bk, GFERER O 7032 & A D A I EREE R 4 25 o Pr
REBDd7z. HoPRRFERESL 7 4 7 2 4 FHgE



5 1gG4 IfiLfiE % #R.8 72 Churg-Strauss JEBERE © IFERER & 1gG4 B MEMIRL 434 431

Fig. 2 Chest CT on admission showed bilateral ground-glass attenuation (GGA) and a small
amount of bilateral pleural effusion in all slices of lung-window display. In addition to these
findings, the following was noted in each slice. (A) Patchy pulmonary infiltrates at the aortic
arch level in the left upper lobe. (B, C) Prominent bronchovascular bundle with modest bron-
chial wall thickening in the perihilar region. (C, D) Interlobular septal thickening and a
marked GGA in subpleural lung regions. (E, F) Mediastinal and hilar lymph-node swelling
and pleural effusion were clearly seen on the mediastinal window display.
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Fig. 3 On histological examination, tissues from the tracheal plaque and skin lesions revealed a dense infiltra-
tion of eosinophils, but only a few were observed in the alveoli (hematoxilin-eosin [HE] stain, left side of the
panel). IgG4 staining revealed abundant IgG4-positive plasma cells in the alveoli, and a few IgG4-positive
plasma cells were observed in the tracheal plaque and skin lesions (IgG4 immunohistochemistry staining,

right side of the panel).
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Fig. 4 Histopathological findings of the skin lesion revealed intra/subepidermal vesicu-

lar dermatitis and leukocytoclastic vasculitis with prominent infiltration of eosinophils
(hematoxilin-eosin [HE] stain, upper panel). A deposition of fibrinoid substance was
noted in the vascular wall of small vessel (Masson trichrome stain, arrow in middle
panel; and phosphotungstic acid hematoxylin (PTAH) stain, arrow in lower panel).
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Fig. 5 Clinical course
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Abstract

A case of Churg-Strauss syndrome with increased serum IgG4: A difference of
eosinophils and 1gG4-positive cell infiltration in involved tissues

Michiko Tsuchiya, Takuma Minami and Yukio Nagasaka
Department of Respiratory Medicine, Rakuwakai Otowa Hospital

A 73-year-old male was admitted to Rakuwakai Otowa Hospital because of increasing dyspnea on exertion
and skin eruption. His past history was unremarkable except for hypertension. Through radiographic examina-
tion revealed diffused and patchy ground-glass opacity, prominent hilar shadow, a small amount of bilateral pleu-
ral effusion in the chest, and mucosal thickening in the paranasal sinuses. A laboratory examination showed eo-
sinophilia (4,260/ul, 49% leucocytes), positive CRP (6.3 mg/ml), hypoalbuminemia (2.9 g/dl), and elevated
serum IgG (3,013 mg/ml), IgG4 (966 mg/ml), and IgE (544 1U/ml). Autoantibodies were negative. A 12% (230
ml) increase of FEV,, and a decrease of respiratory system impedance (Zrs) were observed after use of a bron-
chodilator. A fiberoptic bronchoscopy revealed white-yellow plaque on the tracheal and bronchial walls. Biopsies
of the lung and tracheal lesion showed IgG4-positive plasma cell infiltration with a few eosinophils in the alveoli
and eosinophil infiltration with a few IgG4-positive plasma cells in the tracheal plaque. A biopsy of the skin erup-
tion showed an infiltration of eosinophils, neutrophils, and histiocytes and a few IgG4-positive plasma cells. A di-
agnosis of Churg-Strauss syndrome (CSS) was made. This case also fulfilled the criteria of IgG4-related diseases.
Corticosteroid therapy was started, and the skin eruption subsided rapidly and almost disappeared. The eosino-
phil count in peripheral blood was normalized within a month, and it took a few more months for serum IgG4 to
do the same. The observed difference in the infiltration of IgG4-positive plasma cells and eosinophils in the in-
volved tissues may influence the clinical symptoms of CSS and coexisting IgG4-related lung diseases.



