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A 62-year-old woman was referred to our hospital because of acute renal and liver dysfunction. Prior
to admission, she had already been started on hemodyalysis filtration (HDF). She showed facial edema
and lumbar pain caused by an L1 compressive fracture.

Laboratory examinations revealed hypercalcemia(13.2 mg/dL), hyperammonemia (297 xg/dL)and
her serum creatinine, blood urea nitrogen and total bilirubin levels were 3.9 mg/dL, 37.4 mg/dL and 3.2
mg/dL, respectively. Among the components of immunoglobulin, IgA was increased, while IgG and IgM
were decreased. Serum immunoelectrophoresis revealed the presence of the IgA-kappa type of M compo-
nent. Punched out lesions were noted on her head radiography. Severe plasmacytosis (60~70 % of total
cells) were observed by a bone marrow aspiration test, indicating the diagnosis of multiple myeloma.
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Steroid pulse therapy was started with dexamethasone (40 mg/day, 3 days), and plasma exchange was
performed 8 times with continuous HDF. These treatments failed to control hemodynamics and she died
of disseminated intravascular coagulation(DIC). Autopsy demonstrated amyloid-like depositions in
perisinusoidal space in the liver. In the kidney, there were nodular lesions in the glomeruli, and depositions
in the basement membrane of the uriniferous tubuli. Congo red staining of these organs for amyloid
yielded negative results. Immunohistochemical staining gave positive results for IgA and kappa. Electron
microscopy revealed granular electron deposits in the glomeruli and tubular basement membrane as well.
Taken altogether, the diagnosis of the patient could be light chain deposition disease(LCDD).
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. LCDD, multiple myeloma, renal failure, liver failure
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day D5 2B L 7z HULTUAS ANCA 72 E O %%
PRRE RN, FEO YA NVAY = —bEEETH -T2,
MEFEELRIKEI Tl IgA-» M EEDBEETH Y, H
X $FEE TH punched out lesions D 7z, B HEZEH]
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B EIC2 7 —NVHfT LTz, &7 =7 MifE (NH, 297
w/dLIZH L TT 7Y u—ARFFARLH 7 &/ BRalHE
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Table 1. Laboratory findings on admission
Urinalysis Biochemistry Serology
pH 6.5 TP 6.1 g/dL ANA <40 EU
protein (3+) ALB 3.0g/dL c3 108 mg/dL
glucose (=) AST 24 1U/L c4 31 mg/dL
occult blood 3+) ALT 52 1U/L IgG 254 mg/dL
RBC 21~30/HPF ChE 198 1U/L IgA 616 mg/dL
WBC 21~30/HPF T-BIl 3.2 mg/dL IgM 20 mg/dL
hyaline cast (+) D-BIl 2.1 mg/dL cryoglobulin (=)
oval fat body (+) LDH 240 1U/L MPO-ANCA <I0EU
Bence Jones proteins  (—) y-GTP 329 1U/L anti-GBM antibody (=)
protein 2.50 g/day ALP |,728 1U/L RF <31U/mL
8:MG 208,595 ug/day TC 251 mg/dL SAA 4.4 pg/mL
NAG 157 U/day TG 174 mg/dL ASO <101U/L
Cer 7.2 mL/min BUN 37.4 mg/dL TPHA (=)
cr 3.9 mg/dL STS (=)
Peripheral blood Na 133 mEq/L HBs-Ag (=)
WBC 6,110/uL Cl 96 mEq/L HBs-Ab (=)
RBC 274 %104/l K 4.4 mEqg/L HCV-Ab (=)
Hb 8.6 g/dL Ca 13.2 mg/dL
Ht 25.6 % P 5.5 mg/dL Bone marrow aspiration
PLT 10X 10°/uL NH, 297 ug/dL Plasma cell 60.4 %
CRP 0.7 mg/dL *appearance of plasma cell in
Coagulation peripheral blood
PT 91 %
APTT 25.5 sec
Fib 273 mg/dL
Plasma exchange
Cre lincadronate disodium 10mg | W WWWW W ﬁ
(é;:;) l dexamethasone40Omg/ dayl | dexamethasone40mg/day ’ (mg/dl)
20 r 7 160
18 1 140
o 4 120
14
12 4 100
10 [Bone marrow 4 g0
s laspiration 1 6o
6 k
.l 40
. | 20
[} o
17.Feb | leG 254 24 Feb 3.Mar 10.Mar | G 907 |17.Mar T
IgA 616 IgA 198
leM 20 IeM 107

Fig. 1. Clinical course
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10%, YaV—/NEKBN5005 7> s HEEL L, %7k,

BUN 3 A7 a4 NORMTUEFERICEI VA LA LTz, —
EHE R L7243, FEICIE DIC 12 X 2 b& R s W
J& BUN i3 PR 27z, AHETEFT2E22L, 73
v A R, MEEME RS & ORREM 2 FRE L 7208

TH D% FMEEBEE O & 1Z AL R h o 7z (Fig. Do

FERfES] T, PAS Jeftc THFIROMEREEIC 7 S 1 A
REEDILE Y 2380, B T3k ICEREE(LE, R
M R EEBEICR > TIEEW 2RI, a>vaT—1v v R
REOETET S04 RIZBEETHY, GERET IgAx #28
HHEDIREE & 2 9 > F 7 AffilesES c R I n i, EETIX
BT EE DR OHBRCRIE V) 23R BRARILER RPN S & PR
M EEEEIC RIS TS L Tz (Fig. 2),

PAE XD B light chain deposition disease (LCDD)
2Lz,

L -

Autopsy findings

: Nodular lesions in glomeruli and depositions in the uriniferous tubuli(PAS staining, X 80)
: Anti x chain antibody (immunostaining, X 100)

: Granular electron deposits in the glomeruli(electron microscopy, X5,000)

: Amyloid-like depositions in the perisinusoidal space in the liver

z =

LCDD iZ, 1976 ££12 Randall & 2SI s B 22 1 75
i o7 Tu4 F—y RAWCEMLIER E L THEL
D, 0%, BEHELUEL TCOBEFPESL T A
BlnFFRsn, BETCIHE a— v WRE a7 Vs
JiE (monoclonal
MIDD) £ WHBERT & £ 5T w5 (Table 2)?, iR
EARBSIAREL CELOBREERIIEFLTWE E, »
FRMTHY, REFIDERL D TEMTE T,
LCDD O FHEFERIFZ 181 A HEFEHERETH DY,
Pozzi 53 FPHRARKNT L L CREBTHS 2 L, SHREF
HEIE O & 0f, BN OISR~ OBEOWE % H T Tw»
29, AIEF S FHERRRTOTNCICEY L, HErEE
OHRP ST EDL LTS HH EE»>7z, LCDD O
BRI Z R EHESC R~ 7 v 7 a7 ) CifE

immunoglobulin deposition disease -
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Table 2. The classification of pathology

Monoclonality — monoclonal immunoglobulin deposition disease
(MIDD)

| . Light chain cast nephropathy (myeloma kidney)
© 2. Light chain deposition disease (LCDD) » dominant

3. Light chain amyloidosis (AL) A dominant
Light-and-heavy-chain deposition disease
Heavy chain deposition disease
Monoclonal gammopathy

~N o o &

Crystal structure in the podocyte, tubules or cast

plasma cell dyscrasia 72 E23H D, HEEZWIZFHEEAT RIS
£ %, BROIEHE R Tl RAE BERE O IR & FE R
BHEICEM L 7R BRI O RS HIMER AN R e ShTw b
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UL, Lin SI3EMBFR R NT 2 —8 — 3Bl P&
RS L aw e lmE L w59, KEFRICTALY 31
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ikt D BRALHE D S B R B EE & BEEAIBIE 2B L
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TAEEANDEFHDO UL & Glisson SN O FIRDILK, HERRT

X LHE OBV N e s, FHFBEANDEWREDI
BHICXDEBMEENRZEL, HHPRMSTE FHEICE S
JeeFZob, MPFREICTHLEREE Y VE A -
HLTEY, BAEENY - ThoT:, HERIIRIIZE

FRLDOT, BHEOWEC X 2 EEOFMEESE & v
LD BIEEROHAEC L 2 ZRNELTH- T e H 2o
%,

LCDD OGEOREFIIH 7 o — v g s a7 ) ViE
CRBRICANTZ 77> « Vv R=Vua v nwbhlTn
208, WEHEEFEI S TwRYL, REGTIE, HEE
o Te AR L&D AN T7 77 DRI TE o
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RREIGICE I EHEZ 5N,
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