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IgG4-related respiratory disease, Idiopathic interstitial pneumonia
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5T pH 744, Pa0: 758 Torr, PaCO: 34.3 Torr, HCOs~
229mmol/L, A-aDO:313Torr T -7z, MHEREMA
TlE%VC766%, FEVI/FVC791%, %DLco 1209% &
TR SRR 5 & FR D 7.
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Table 1 Laboratory data on admission
Complete blood cell count Biochemical examination
WBC 63.0 x 10*/uL TP 85g/dL CRP 281 mg/dL
Neu 65.1% Alb 39¢g/dL 1gG 2,885 mg/dL
Lym 28.1% AST 20U/L 1gG4 475mg/dL
Mon 57% ALT 19U/L IgM 66 mg/dL
Eos 0.8% LDH 174U/L IgA 168 mg/dL
Bas 0.3% ALP 350U/L IgE 221U0/mL
RBC 488 x 10" /uL. v-GTP 18U/L ANA 160 times
Hb 138 g/dL T-bil 05mg/dL RF 26 U/mL
Plt 20.0x10*/uL. CK 31U/L Anti-CCP ab 05U/mL
Amy 86U/L Anti-SS-A ab  <05U/mL
Arterial blood gas (room air) BUN 7.3mg/dL Anti-SS-Bab  <05U/mL
pH 744 Cr 0.69mg/dL Cs 53mg/dL
PaCO: 34.3 Torr Na 137 mmol/L Cs 24mg/dL
Pa0: 758 Torr K 40mmol/L KL-6 504 U/mL
HCOs~ 22.9mmol/L Cl 104 mmol/L CEA 4.3ng/mL
A-aDO:q 31.3Torr Ca 84mg/dL sIL-2R 1,238 U/mL
1L-6 <8pg/mL ACE 16U/L
MPO-ANCA negative
PR3-ANCA negative
T-SPOT.TB negative

Fig. 1

CT and FDG-PET findings. (A) CT scan shows reticulation and right pleural

effusion, 3 months after the initial visit. The blue arrows indicate thickening of the
interlobular septum. (B) FDG-PET images demonstrate abnormal FDG accumulation
in the orbital region, bilateral parotid glands, supraclavicular lymph nodes, axillary

lymph nodes, mediastinal lymph nodes, (C) subpleural interstitial changes, abdomi-

nal para-aortic lymph nodes, and inguinal lymph nodes.

71) %D (Fig. 1). EIL 7z M T T E
PEIL-2R 1,238U/mL, ik IgG4 475mg/dL & Bl Td
D, IL-6 8pg/mLAiiTH o7z, IgGAMMEREE, Yo
A F=v A, B VoS8R, BRI, R
JERDERN D7D, MIREG A TR, BEMIE - ks
) VSEIARRE AT L7z (Fig. 3). AT 305 FLALRE
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HiliR% D 1gG4 B P RIRIE 90/ high power field (HPF),
IgG4 B PERIE % TgGa™) /1gGRatEflaEL (1gG*) = 49%
THolz. —HICIEEROBMEIL 2 300, HWHELOW
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Seven months
after an administration
of prednisolone

e Three months

Atinitial visit after the initial visit

Fig. 2 Chest HRCT findings. (A) Chest CT scan shows reticulation and interlobular septal thickening
in both lower lobes and emphysematous change in the bilateral upper lobes, at initial visit. (B) Three
months after the initial visit, right pleural effusion and mediastinal lymph node enlargement are evi-
dent on the chest CT scan. (C) After administration of prednisolone, chest CT image abnormalities
had gradually ameliorated.

Fig. 3 Pathological findings. (A) The lung biopsy specimens obtained by video assisted thoracic
surgery show marked lymphoplasmacytic infiltration in the pleura, interlobular and peribronchial
interstitium, and alveolar walls (Elastica van Gieson stain). (B) Immunohistochemical staining of
IgG4 shows numerous 1gG4-positive plasma cells with an increased 1gG4-positive/IgG-positive
cell ratio of about 50%. (C) Higher-power view of storiform fibrosis amid a lymphoplasmacytic in-
filtrate (hematoxylin-eosin stain). (D) Higher-power view of obliterative phlebitis accompanied by
intimal and mural inflammatory cell infiltration (Elastica van Gieson stain).
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Abstract
A case of IgG4-related respiratory disease diagnosed by surgical lung biopsy

Natsumi Watanabe?, Keishi Sugino?, Hirotaka Ono?,
Masahiro Ando?, Seiji Igarashi® and Eiyasu Tsuboi?
4Department of Respiratory Medicine, Tsuboi Hospital
bDepartment of Diagnostic Pathology, Tsuboi Hospital

A 69-year-old male was referred to our hospital due to a history of dry cough and abnormalities on chest X-
ray. Three months after the initial visit, chest computed tomography revealed pleural effusion and mediastinal
lymph node enlargement, in addition to bilateral subpleural reticulation. Serum IgG4 was elevated (475 mg/dL).
Lung biopsy specimens obtained by video-assisted surgery revealed marked lymphoplasmacytic infiltration in
the pleura, interlobular and peribronchial interstitium, and alveolar walls, and obliterative phlebitis and arteritis
accompanied by intimal and mural inflammatory cell infiltration. In addition, immunohistochemical staining of
IgG4 showed numerous IgG4-positive plasma cells. Consequently, he was diagnosed with IgG4-related respirato-
ry disease and treated with prednisolone (30 mg/day). As a result, his clinical condition and chest imaging abnor-
malities markedly improved.



