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Interstitial pneumonia and nephritis with Sjogren’s syndrome : successful treatment
with corticosteroid therapy

Shinya KAWAMOTO, Mayuri ICHINOSE, Yoriko ITO, Hajime TAKAHASHI,
Tetsuya KAWAMURA, and Tatsuo HOSOY A

Department of Nephrology and Hypertension, Jikei University, School of Medicine, Tokyo, Japan

A Sixty-eight-year-old man complained of shortness of breath on exercise since the spring of 2001.
An abnormal lung shadow was pointed out on chest X-ray and progression of renal dysfunction and high
v globulinemia were detected out on blood examination.

He was admitted to the Department of Respiratory Disease in our hospital in March 2003, because
of bilateral lower lung interstitial shadow, severe anemia (Hb 7.9 g/d/), and renal dysfunction (S-Cr 1.9
mg/d/). He was found to have hypergammaglobulinemia (IgG 2,997 mg/d/), positive RO/SS-A antigen,
high serum KL-6 level (2,050 U/m/), and increased urinary excretion of #,-microglobulin (8,MG).

Both Gum test and Schirmer test results were positive.

Lip biopsy showed cell infiltration to the salivary glands and he was diagnosed as having Sjogren’s
syndrome. Renal biopsy showed diffuse interstitial cell infiltration and a Trans Bronchoscopic Lung
Biopsy (TBLB) showed fibrotic thickness and lymphocyte infiltration in the alveolar septum. Accordingly,
he was diagnosed as having Sjogren’s syndrome complicated with both interstitial nephritis and interstitial
pneumonitis.

He was treated by high-dose corticosteroid therapy and anticoagulant heparin. His laboratory data
showed that both serum KL-6 and urinary 3,MG were reduced. Chest CT showed remarkable improve-
ment of the interstitial shadow. A second renal biopsy performed at ten weeks after the beginning of
treatment showed remarkable improvement of the interstitial cell infiltration.

This is a rare case of Sjogren’s syndrome complicated with interstitial nephritis and interstitial
pneumonitis, treated successfully with high-dose corticosteroid therapy.

Both complications showed immediate improvement with high-dose corticosteroid therapy, suggesting

that early steroid therapy is effective for both complications.
Jpn J Nephrol 2005 ; 47 : 451-457.
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BUN 33mg/d/, Cr 1.9 mg/d/ & BHEERELZED Iz, &
72, 22 1§ I I B8 (FBS) 1 172 mg/d/ & r%ﬁf“i)o?‘: S
HbAlc 1 6.4 % EMERIFO I > bu— Vi FHIZEEL T
ipotze RATR CIREH2+T1.68¢/H, fgefm 1+,
Cer 37 ml/43 TRy, 3 7 a2z a7 > (8,MG)IZ 19,942
ng/ HEBEMETH->72, L LI Ca 8.5mg/dl, R
CafEitE= 0015 g/HE WIFN b IEFHATH oz, HIE
I3 Tl 1gG, KL-6 OE{EB X F, ANA, $T SS-A O
1 %GR 72 3 PT SS-B Ik &% T, P, C-ANCA, HBYV,
HCV, 7 V4 7u7) vidudnblEth-7,
ABRiRIEE | Wdr R TSR S @%ﬁ%ﬁot
£ 22, Mg CT L FIEALIC O & AMEICHERE
0, HMEREICEIEHENY > Ei 2788 72 5% honey comb lung
BELTWwXholz(Fig 1), £/, Ga ¥y > F Tkl
O AMEOERIEERE R 1208, B, R OER
ZFED e dr o 7z (Fig. 2), WIRBEREMR A T3 %VC 754
%, %DLco 57.5%& UMD IAES, LHEEDESE %
ATz, room air TOIMIEA AR R pH 7.379, pCO, 37
mmHg, pO, 79.8 mmHg, HCO, 21.4 mmol//, BE-2.9
O, SAT 952 % ClREE DIRERIMELE L Tz
N, TYR—YRABEL Twuiaholc, LE XM E
(BAL) iX[EIY=R 70/150 m/, cell 6.0Xx10°(lymph 75 %,
Mg 25%), CD4/8 ratio ix 2.25 THINIZ 1% class 1, #5#%
X Gaffky, PCR Wi bEMETH -7, BREAE L
T ZEAR (TBLB) T, [, MifasE o, IEE, [
BADY v EREHEEROMBEEMAOREEL Tz

j:]lh

mmol//,

Laboratory data on admission

Peripheral blood Blood chemistry

WBC 3,600/ ul AST
RBC 278X 104/ ul ALT
Hb 7.9g/dl LDH
Ht 24.0% T. Bil
PIt 382 10%/ ul ALP
Urinalysis TP
pH 6.0 Alb
SG [.018 CK
protein 2+ (1.68 g/day) BUN
blood |+ Cr
Sediment Na
RBC 5~9/HPF K
granular cast |+ Cl
lipid cast | + Ca
Cer 37 m//min TC
B.MG 19,942 ug/day FBS
U-Ca 0.015 g/day HbAlc
U-Pi 0.275 g/day CRP

Immunology

171U/ 1gG 2,997 mg/dl
161U/ IgA 772 mg/dl
2531U/1 IgM 63 mg/d!/
0.2 mg/dl c3 95 mg/d!
105U/ Cc4 19 mg/d!/
9.1 g/d/ CH 50 53.3U/m/
3.5g/dl KL-6 2,050 U/m!
1201U/1 ANA 55.7 x
33 mg/dl Anti DNA Ab 5.31U/ml
|.9mg/d!/ Anti SS-A Ab 16 x
137 mmol/!/ Anti SS-B Ab (=)
4.5 mmol/! P-ANCA <I10EU/!
107 mmol/!/ C-ANCA <I10EU/!
8.5 mg/dl Cryoglobulin (=)
165 mg/d/ HBs Ag (=)
172 mg/d!{ HCV Ab (=)
6.4% ESR 147/150 mm

2.5mg/dl
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Fig. 1

Chest CT showed diffuse reticular
shadows in the lower portion of both
lungs and reactive enlargement of a

St lymph node in the mediastinum.
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Fig.2

Ga® scintigram showed diffuse accumu-
lation in the lower portion of both lungs.
However, no accumulation was seen in
the kidneys and salivary glands.
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Fig. 3
TBLB showed interstitial and alveolar fibrosis with remarkable lymphocyte infiltration in lung
interstitial tissue.
[BAL] collection rate 70/150, cell 6.0X 10°(lymph 75 %, M 25 %), CD 4/8 ratio : 2.25,
cytology : class | , tuberculosis : Gaffky 0, PCR(—)
[Respiratory function] %VC : 75.4 %, FEV,, % : 81.0 %, %DLco : 57.5%
[BGA : room air] pH 7.379, pCO, 37 mmHg, pO, 79.8 mmHg, HCO, 21.4 mmol//, BE—2.9
mmol//, 0, SAT 95.2 %

(Fig. 3)o

Z ZCHE MR OEREE B & L T Sjogren FERHE % 5E
V3, Schirmer 7 A b, Gum 7 X b 2{T>7z, Schirmer 7
A MIAIR 2~3mm, R 2~3mm L GMHEC, WD F*
AR 2RO 72, Gum 7 A b b 3ml/10 45 £ GiET
botzo %1z, DEERTIIEMIRE L E LB~
& D S EANIUIRTE 2 78 sialoadenitis DFF R 282 L Twie
(Fig. 4), DAL, HREZEEIR, DIRENEZESELR, IRME T
F.(Schirmer 7 2 b 51), U HHRRAT R, MW AR 2 FT
H(Gum 7 2 + BB, HCHEGEIUEANA), i
SS-A) 514 £ European Community D2 WrE#E 6 JHH &
AT 27z U Sjogren FEMREE L Z2H L7z,

Fio, BREEFICEL THEIME, FERE & W o 7o R
BbdHY, HERED OBFEME T L 72, BREREE
& 8T, BOREEAL 1, S ETIREEML 2, RO 5 E O kB -
3 intact T H oz, WA R & C3, Clq 23 capillary 12 Fig. 4

ranular 2S% — Y CRFEZDALATEBER D TIZA L, & Lip biopsy showed sialoadenitis with mild to
¢ - B ’ moderate infiltration of mononuclear cells.
BEREBROLE b7z <, DMEZEOFRbZL S, & [Schirmer test] right eye : 2~3 mm, left
BIEERTH o1z, £MERTIE, BIRONEORRE eye : 2~3mm, bilateral superficial cor-
MRS % 30 B M FE B REE OFT R 2 2 L Tt Rl heatitis.

: . N [Gum test] 3m/10 min
- MBI Y > SERRIERING, ARk & O 2 R
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Fig. 5
First renal biopsy showed severe tubulo-interstitial nephritis (70 %) with remarkable
infiltration of lymphocytes, plasma cells and neutrophils. Some glomeruli showed
global sclerosis and small arteries showed thickening of the walls, suggesting
hypertensive nephrosclerosis. There was no evidence of diabetic nephropathy.
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Fig. 6. Clinical course
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Fig. 7

Second renal biopsy, which was performed after
steroid therapy, showed improvement of tubulo-inter-
stitial damage (50 %) with decreased cell infiltration.

Fig. 8

After corticosteroid treatment, chest CT
showed an improved diffuse reticular
shadow in the bilateral lower lung. Respi-
ratory function tests showed improved %
VC and %DLco.

a :pre: %VC 75.4%, %DLco 57.5%
b :post:%VC 80.0%, %DLco

65.2 %

AL FFROFT R 2#D 7z, Sjogren FEBEFEDOBIMER T EFID H 212,

TABRBRHELI N DI RVRZAT a4 RV S E7z, b5 —DORRIMER T D % iR ZE I A FERFED
n, 7 v F=y o r#ET30~50 mg/H CHEM 40~50 % & HRICHEE X R FEE 2R B L IR TV 3
BAZERL Twd, UL Sjoren EEREARITEBESE 299, ER2MH5 b0RD L, BE I3 20 #T
WCHEITT 2700, MEEBERLBRZICETLERSICES T 5 HIEEMRZ IR TH %,
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Table 2.
steroid therapy

Improved laboratory data after

pre post
Hb(g/dl) 7.9 13.4
ANA (EIA) 55.7(+) 43.4(+)
Anti SS-A Ab 16 x 4 x
KL-6(U/m/) 2,050 I,750
Urinary a;MG(mg/[) 44.9 16.6
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ZROZMISINTE Y, IR Sjogren fiE B TH MR &
WO ETAREI EEEBIT B E 2B b H W, MERIZEIER
BEFE, B v~—r7a7 ) VIGED I ARE & 7%
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