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Pulmonary light-chain deposition disease, Sjégren's syndrome (SS), Amyloidosis
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Hematology Serology Pulmonary function test
WBC 7,700/ul CRP 0.1 mg/dl vC 2,310 ml
Neu 66.3% KL-6 306 U/ml %VC 106%
Lym 244% SP-D 40.7 ng/ml FVC 2,240 ml
Mon 84% MPO-ANCA (=) FEV, 1,820 ml
Bas 0.3% PR3-ANCA (=) FEV./FVC 81.3%
RBC 429 x 10"/l 1gG 1,739 mg/dl %FEV, 121%
Hb 134 g/dl IgA 478 mg/dl Vs 2,230 ml
Plt 20.5%10"/ul IgM 71 mg/dl Vs 540 ml
Vso/ Vs 413
Coagulation Tumor marker %DLco 97.0%
PT 94.6% CEA 24 ng/ml
APTT 276 SCC 0.5ng/ml
Fibrinogen 344 mg/dl SLX 30.1 U/ml
D-dimer 0.7 ug/ml
Blood gas analysis (room air)
Biochemistry pH 744
TP 76 g/dl PaCO. 40.7 mmHg
ALB 38 g/dl PaO, 89.9 mmHg
AST 3110/ml HCO;~ 236 mEq/L
ALT 24 1U/ml BE 57mEq/L
CPK 56 IU/ml
LDH 1821U/ml Urine
BUN 16.3 mg/dl Protein (=)
Cr 058 mg/dl WBC (=)
Na 140 mmol/L Blood (=)
K 3.7 mmol/L Sugar (=)
Cl 104 mmol/L
Glucose 110 mg/dl
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HORERELIT-72L 2 A, HOED R « IO ) H3A 57z,

3 BTSN (20,000 f5). BOARCIR, METE
DA 2 BTz

RAE MR TH BRI O R A5 RIZH SN h o
7e7z, Maless TN - B BRAl & AT A S4 Ok & £R
L7

G ERFT FL UG B 00 R LR R TR o ik

EWTHY (M2A, B), BEFAWIIZT IO f F—3
WS BT TH o 72235, Congo red 4efts, amyloid
P-component et iz vy &M (K2C, D) T, 73
UA =Y AIFET LA THo72. T2 OLED
DI EMBL R R S5 (K 2E), %
a7 ) VG OREGRM TIIH LI « BT
BHIRZ 2077 (M2F, G). Lol k) LCDD
ZEECE MBI X A ME E A 7. TSR
Tl 1,000 B KRB CERTFEEOBVIEWH OWLAE %
R, 20,000 FEHEKG T IEBBERIR, MEEROLED
RO, TIOA FIZRD LN LR EIIA SR
Lol (K3) Z&25, LCDD &kl
LCDD I E M REAE DA IS, Bl LE,

iz ISR OWLAE R D) 2B LI TVWS S
s, MBS HORERR L E 02 OEIHED
Wi a2 T o 72, DR I — A, K CT TIEHS
MPREET R 2RO Lo 72 BRER TR EMIZ
BRI NS, WO REHIE % <, BEHIBILERD 2
W EAS, LM HE, monoclonal gammopathy of
undetermined significance (MGUS) 7 & O E AN



248 H I E

FIEOAPHITEN E E 2 Sz, REERIKETIE
LA M&EHIERED SN h o7z MERA TP
PUik 640 fi%, T SS-A PUA>2401U0/ml, it SS-B Pifk >
2401U/ml & BIETH - 72. SS DA Bk % B VE O /)N
WO 2T - 72468, TWEMRORMEZ D, Fi
WS B A R P IZ A mm® 720 50 L Lo 1) > 78 BkAs
b L NBWIIEHEIC AT L. FOMONEEIRE & Rk
T AP RIERED T, SSIZAHE L7z pulmonary LCDD &
L7z, BfE, HREERZC, #HiiwliElioiEd
G EEL TN,

zZ =

LCDD &SR EHFEARED 1 WA TH Y, TREM
fatkd 2\ i) ¥ 7 SR E A E S M A S EAE S B
BERIET IuA FgEru 7y VDS, &g
AT A LI DR EZ T SR T35,
ZD7=H LCDD ©%  FEHEE & LTL 5 E HE D
BWIEERE~ 7 ru 7)) VIE R ST MR &
BT 205 R HCRIEEZER & 0B R B O
PHE T E 2 WBl S i S Twn 52,

FERIIRIE 7 0 7Y VDA T DR L o TR
b, B, OB, RO ChRERLE & ARRERES S
W, A7 - BIERERY & LEAEICE ZERRY,
DB L ) OAREDEIN & 7 BIER 72 & O
MENTWVBIH, RIEFO X H IR L TibE%
ET I EEEFICENTH S,

TIPS 2 B3 WA S DAEMIC L S
25, LCDD &M UL s a7 VIS ILET 57 3
U4 F=Y AR TEEGENIRE L 5. ARG TIZNGE
Hii CT CEHRT AEHE L BERETLORT, Z0
DEERIERIZZ L <, SHERAE R 5 b Ml
5D T RALERD e o 72, MESE TRl AR - B0 B Al C 1
TR OMHET L CTlZ, hematoxylin-eosin (HE) 4T
IR DAY % RO EAMITIET I a4 F—2 AR
#2578, Congo red Jefft, amyloid P-component
AIZEMETH Y, (WOLEEMEE T apple-green appear-
ance I\ I &, FES T T VRSO RIEG
6 C « SHEM OESHHIRITRD b2 ern, 731
A FEUIE AT A 5B, FFICLCDD 249 IR
BT BAMEBIMRAC X 2B IRE 217 - 7. -SSR
RELT, 7384 F=YATI7 I 01 FHilkEEA
MBI S NEAG B Z, By — MEEICE T EAN
A, BRELBMRONELZ 23 %75 LCDD Tt B
V= MEEZER L 2w o mE, FRIRo A 2
THEINTVDY. KEBN B TIIBAMIBRIR, K
EROLEWZRDO720T I v 4 FEHERE G IzA SN
3, LCDDICEHTHATREHK Lz, 20 X5 ISR

5 (5), 2016

BHIBNTH T IS F=Y AL DEIFIERICEET
Ho".

Sheard 5% 9 #1® pulmonary LCDD 122>\ THid L
TW3Y, AIEF) & FRE 9 Bl 2 81T SS D& PELSEED
BhCwiz. FEHEM CT CldeplickhsEsEns
BT HHEEORERD, TOL IR, EiEoL
MTHhorz., F28BICBVTIIREHIE IES Tz L
LTBY, REFNIBT DG AORHEGFHL Tw
bEEZ 5N, LCDDIZBIT 5 EBEEOEEFIZOW
TIEWSATRVA, 7304 F—3 2BV TIERW
RENDOT I 04 N AR I ) <GBk
12 & % check valve BEMEAS U2 & FENUIZ B D 72 2%
5EEZEZLNTENYY, FMORTSEE L T2 TE
WrEZOLND.

Sheard 513 & 512 pulmonary LCDD Dyt # 12D
W, BIZEL 272 6 B 4 Bi% 25 A LINO#EEBIEET
BWRD %L, 417 QUL FofEaslgt 247 - 72 2 il 1 41
DAFENOWARIRD 5N, WiRHfEEEIEDZ L8
2wk LTwbh. %72 Colombat 5 id pulmonary LCDD
WX 2R EDOHELXZ L2 3FICoVWTHEL T
B, ERENWERNBE DS 34, 10 4F, 11 FEIN0
WADHEDT-OMBMAE L LTBY, #ITHD
Mz LS T S, WTROHEFITBWT
b, B ol a2 B U 72BN FERE A A% 20 122 & 30
&<, RO BALD TR & N o 7ERNE 50 %
R LIBED FEIE TH - 72. Pulmonary LCDD D#E# 12D W
TRIEPD 2L, RN FHRL, Wik L7235 F
WL FHOENCOFEREIZOVTEHLPTERL,
EOLLEMOEEPEEINS. NEFICBCTH BN
%% 147 HORBBTEMITALN TRV, §l &k &
HELEBBELITo T LEXEH L LEX LN

F# ® COI (conflicts of interest) BIZR @ ARG LIEFRICE L
THAICHER L.

5| A 3k

1) Kijner CH, et al. Systemic light chain deposition dis-
ease presenting as multiple pulmonary nodules. A
case report and review of the literature. Am J Surg
Pathol 1988; 12: 405-13.

2) Rostagno A, et al. Tumoral non-amyloidotic mono-
clonal immunoglobulin light chain deposits. Br ]
Haematol 2002; 119: 62-9.

3) WHO Classification of Tumours of Haematopoietic
and Lymphoid Tissues. IARC. 2008.

4) AR o Hru-—rWREZuTY VikE
. B L aEMNT 1997; 43: 503-7.



SS 124 HF L 72 pulmonary LCDD @ 1 %1

249

5) Merlin G, et al. Dangerous small-B-cell clones. Blood Clin Radiol 2015; 70: 515-22.

2006; 108: 2520-30. 9) Seaman DM, et al. Diffuse cystic lung disease at
6) Lisa RHO, et al. Pulmonary manifestations of light high-resolution CT. AJR Am ] Roentgenol 2011;

chain deposition disease. Respirology 2009; 14 767- 196: 1305-11.

76. 10) Jeong Y]J, et al. Amyloidosis and lymphoprolifera-
7) Bhargava, et al. Pulmonary Light Chain Depositon tive disease in sjs syndrome. ] Comput Assist To-

Disease Report of Five Cases and Review of the Lit- mogr 2004; 28: 776-81.

erature. Am J Surg Pathol 2007; 31: 267-76. 11) Colombat M, et al. Pathomecanisms of cyst forma-
8) Sheard S, et al. Pulmonary light-chain deposition tion in pulmonary light chain deposition disease.

disease: CT and pathology findings in nine patients.

Abstract

Eur Respir ] 2008; 32: 1399-403.

A case of pulmonary light-chain deposition disease with Sjogren’s syndrome

Hiroshi Shibata®, Hideki Kusagaya? Kazuo Tsuchiya?,
Yoshiyuki Oyama®, Takashi Yamada® and Yuuki Egawa®
#Department of Respiratory Medicine, Shizuoka City Shizuoka Hospital

®Second Division, Department of Internal Medicine, Hamamatsu University School of Medicine

“Department of Pathology, Shizuoka City Shizuoka Hospital

A 63-year-old woman found to have multiple nodules in both lung fields, and the nodules had enlarged after

4 years. Chest computed tomography scans showed multiple cysts and nodules. We performed lung biopsy by
video-assisted thoracoscopic surgery. Hematoxylin and eosin sections from the biopsy specimen showed nodular
aggregates of dense eosinophilic, extracellular material with infiltration of lymphocytes and plasma cells. The
material was negative for Congo red and had intense staining for monoclonal kappa light chains. The apple-green
birefringence was lacking on polarization. Electron microscopy showed massive accumulations of highly dense
homogeneous materials lacking any filaments, and no amyloid was found. The other organs were not involved.
Because of these findings, pulmonary light-chain deposition disease (LCDD) was diagnosed. We believe that
such a case of pulmonary LCDD is quite rare, and the case showed interesting radiological findings.



