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%88, SjogrendEfiElEds X U°Sjogren e BRI LE 9 K
Mgk L7z. 7L K=V ua ¥ (prednisolone) %
40mg/HABHREEL, MRz OUEE I 6 45 [ Tl
ik L7z, Lo L, Ik 1FERICHFEORME %2 LT
27z, 7L F=vOrEFBAL, 2mg/H % HifrE &
L Cw7z. PARESjogren e 3 X OV - MM % D
% LT\w7z25, 20XX 42 HE X ) IR A 3
L., 20XX4E3HOMEERCT T, MERAHBL 7.
WHEIZBEIN & RO D 0, 20XX4E7 HICE KRR
FHHIUFHI AR L 72

ABEREBUE © 5151 7cm, AES32kg.  Hakil W,
performance status 2, I 88/55mmHg, AR#1103 8]/
57, SpOz 96% (WA, Hii362C. Al CIF s
e D, fine crackles IFPEPET, LB 38, O
L, BEIOBREEED D, WM TERICEERES D .

ABEIRR AT FL (Table 1) @ MiEREH47g/dL, 7
V73 18g/dL E FEM LR T 2RO 1275, REHIZ
0.153g/H E WM TH - 72, HRIEERIATIZ Cs, Ci, CHso
O T 2RO, HOIRIIPSS-AVIRO A EETH -
72. NT-proBNP % 385pg/mL & B FHZ30 7. W
IKOMNESTENE ) > 7 SBRIEAL 7255, Light o 3EHE Tl
P & Hr L7z

AT 5L 0 ABE 1 AR T o )i 5 Hufdl X5 5 C U g K e
HMa2Rod, WICT CIIMKE T oMiREz D7z
(Fig. 1A). ABEHEO B HLH XA G B ClE, Wil & b
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Table 1 Laboratory findings on admission
Hematology Biochemistry Serology
WBC 5,100 /ul TP 47 g/dL CRP 0.10mg/dL
Neu 74.0% Alb 1.8 g/dL NT-proBNP 385 pg/mL
Lym 16.6% BUN 15mg/dL KL-6 596 U/mL
Mon 75% Cre 0.72mg/dL Cs 37mg/dL (>73)
Eos 09% T-bil 0.31 mg/dL Ct 8mg/dL (>11)
Bas 1.0% AST 25U/L CHso 145U/mL (>30)
RBC 3.73x10°/uL ALT 14U/L 1gG 940 mg/dL (>861)
Hb 118 g/dL LDH 209U/L ANA (+)
Plt 324x10"/uL CPK 56U/L Anti-SS-A ab 139U/mL
Na 132 mmol/L Anti-SS-B ab (=)
Coagulation K 4.6 mmol/L Anti-ds-DNA ab (=)
D-dimer 154 pg/mL Cl 100 mmol/L Anti-RNP ab (=)
T-chol 236 mg/dL
Blood gas analysis FTs 1.88 pg/mL Pleural effusion
pH 7.467 FTy 1.62ng/dL Number of cells 70 /uL
PaCoO: 35Torr TSH 256 pIU/mL TP 23g/dL
PaO: 774 Torr LDH 101U/L
HCO3~ 249mmol/L | Urinalysis Alb 14 ¢g/dL
Protein 0.153 g/day ADA 73U/L
U-protein (=)
U-glucose (%) Cytology class I
U-blood (=) Culture (=)

Parentheses indicate normal ranges.
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Fig. 1
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The upper panel shows the chest X-ray and chest computed tomography (CT) taken one year before ad-

mission. Pleural effusion was not detected on chest X-ray or CT. Chest CT showed a slight subpleural reticular
shadow in both lungs (A). The lower panel shows chest X-ray and chest CT on admission. Chest X-ray revealed
right dominant bilateral pleural effusion. Chest CT also shows pericardial fluid, subcutaneous edema, and a
slight subpleural reticular shadow (B).
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Fig. 2 The left two panels show the early (5 minutes) and late (3 hours) phases of gastrointestinal **Tc-HSA-D scintigra-
phy imaging. Hyperaccumulation from stomach to small intestine was observed within 5 minutes and continued up to 3
hours later (A). The median panel shows mucosal edema in the ascending colon on colonoscopy (B). The right panel
shows that D2-40 immunohistochemical staining (arrowheads) demonstrated the dilatation of some lymphatics in the in-

testinal submucosal area (C).
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Table 2 The characteristics of patients with protein-losing gastroenteropathy related to Sjégren’s syndrome
: Serum
Publish . .
Author Age Gender Symptoms albumin Steroid Other treatment Outcome
year
(g/dL)
Nagashima et al? 2000 Al Male Anasarca, ascites, fa.c1al 13 Prednisolone 70 mg, Improve
edema, pleural effusion GC pulse
Nasu et al.¥ 2011 59 Female  Anasarca, pleural effusion 15 Prednisolone 60 mg, CYC, MZR Improve
GC pulse
Kakigao et al.? 2012 58 Female Leg edema, ascites 15 Prednisolone 1 mg/kg Improve
Uraoka et al.” 2012 42 Female Facial edema, pleural effusion 15 Predmzoéogzé;ng/kg, CYC, rituximab Improve
Yamashita et al¥? 2014 51 Female Diarrhea, leg edema 15 Prednisolone 60 mg Improve
Liao et al.? 2015 30 Female Facial and leg e‘dema, 18 Prednisolone 30 mg HCQ 200mg  Improve
pleural effusion
Gupta et al.” 2015 58 Female " cightloss diarrhea gg  Prednisolonc60me, cYe Improve
nausea, vomiting GC pulse
. 3 . Prednisolone 50 mg,
Tzumi et al. 2018 64  Female Legedema, pleural effusion 3 MZR Improve
GC pulse
Eguchi et al.'V 2018 The 20s Female Anasarca 0.9 Prednisolone 50 mg Improve
Watanabe et al’ 2018 83 Male Ascites, pleural effusion, 17 Prednisolone 60 mg, Improve
leg edema GC pulse
Our case 2023 77 Female Leg edema, pl.eural effusion, 18 Prednisolone 60 mg, Improve
ascites GC pulse

GC: glucocorticoid, CYC: cyclophosphamide, MZR: mizoribine, HCQ: hydroxychloroquine.
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A case of protein-losing gastroenteropathy associated with
Sjogren’s syndrome-related interstitial pneumonia

Satoshi Arai? Naoko Mato? Takao Nagashima® Naoto Arai?,
Masashi Bando?® and Koichi Hagiwara?
4Division of Pulmonary Medicine, Department of Medicine, Jichi Medical University

bDepartment of Rheumatology and Clinical Immunology, Jichi Medical University

We herein report a case of protein-losing gastroenteropathy in a 77-year-old female patient. She had been di-

agnosed with Sjogren’s syndrome-associated interstitial pneumonia 12 years earlier. Treatment with a low-dose

oral glucocorticoid had stabilized the pulmonary lesions. However, dyspnea on exercise progressively increased

and was accompanied by the development of leg edema and thoracoabdominal effusion. Consequently, the pa-

tient developed hypoproteinemia and hypocomplementemia. Multimodal examination, including thoracoscopy,

did not yield any specific findings. Nevertheless, despite the lack of gastrointestinal symptoms, the ou-antitrypsin

clearance rate was elevated, and intestinal protein loss was evident on scintigraphy. Finally, the patient was di-

agnosed with protein-losing gastroenteropathy. This is a rare complication of Sjogren’s syndrome and is occa-

sionally refractory to treatment with glucocorticoids. In the current case, administration of a high-dose glucocor-

ticoid was required to achieve remission. The present case was characterized by protein leakage that developed

during the stable stage of Sjogren’s syndrome in the absence of typical gastrointestinal symptoms.



