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A case of immunotactoid glomerulopathy with IgA2, ¢ deposition ameliorated by steroid therapy
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We report a case of idiopathic immunotactoid glomerulopathy with IgA2, g light chain deposition,
ameliorated by steroid therapy. A 28-year-old male patient was admitted to our hospital due to exacerba-
tion of nephrotic syndrome. The onset of his renal disease was at 24 years of age and the renal biopsy
revealed membranoproliferative glomerulonephritis with moderate-degree deposition of IgA, 1gG, IgM,
C3 and Clgq. Prednisolone therapy was started at the dose of 50 mg/day and effective for nephrotic
syndrome and renal dysfunction. Two years later, the proteinuria and microscopic hematuria gradually
exacerbated during reduction of prednisolone. The second renal biopsy showed mesangioproliferative
glomerulonephritis with predominant deposition of IgA and C3. The glomerular proliferative changes
were successfully suppressed by steroid treatment. On electron microscopy, a microtubular deposit with an
average width of 40 nm and double-tracked appearance was observed in the mesangial and subendothelial
areas. Immunohistochemical examination revealed that the deposit was predominantly composed of IgA2
subclass and x light chain. Selective deposition of IgA2 subclass and x light chain indicated that the
glomerular lesion should be induced by monoclonal immunoglobulin, although it could not be detected
in the serum and urine clinically. Immunoglobulin subclass staining of renal biopsy specimens provides
an important clue for understanding the pathogenesis of immunotactoid glomerulopathy or fibrillary
glomerulonephritis
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IGT & U Tt HgRHIH & 1gA Y& B O fER] 2 REER L 72,
FHRRF BN 13 2440, MPGN BROIEENE O 5 o SR ERIRE R
GEEL TV, A704 NERICKIGL, READR
D EHBBEOREERD Iz, Elz, WEL T3 IgA sy
Flx IgA subclass 2, ¢ BESHE DS NTE Y, MER
HECTRBRHESNEr>bD0D, Bro— 2 EofEs n
7 VEEOFEENE Db, ARG ORI E AR &
I E TO IGT FEFI DR & 18512 D W CCERAY IR R
LR 9 %,
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BHERE | Frd &z kXl

RIGRE © & 5 BIE

BB - 1995 (24 7%) 6 AHpA) & 0 EEREREE L,
Z o 1% L 0 RS X OTEETIERICEZEN RS 5,
7TH 10 HYRI 222, % 70— VYREBRENSEDLNE | [H
ABE

25 1 [ APERFIRAE | BRIEHH, J&K 167.0cm, fAH S8
kg, IMFE 138/80 mmHg, [kiy 64/5% « %, {kiE 36.8°C, [
TR IR DIRIE 2 B 72,

25 1 I APRRHRERT R (Table 1) [ JREH 545¢/H, K

WM G (34), FRIARIMER VLI 40~50 f/1 HHEF, fH-TH
HE2RD T, MEEIFC TR V7 S CiffE (2.3 g/dl),
B Vv AT a—)VIMEE (T-Cho 258 mg/dl) #5388 70—
CREMREE 2 L 7e, IRFEFRII 154mg/d], MF 7 v
7 F=213096 mg/dl, 7VF7F=> )T 5 AI387.7
m//min L IEE TH o7z, MIEFRIRE I CTRIARME IXIEE
T, PuLPifk, Pt DNA fifk iz ch -7z, IR¥ FDP
1 2,581 ng/m/ L EEERED 2,

1 EIBEMRATR (1995 47 A) (Fig. 1) © JEpT R (Fig.
la) TR S Wi 11 O LEKED 5 BT, FAEE
B, A IXEED T, SREREREIC X9 v ¥y AFE OB
BRSO oI, HEERZEL Tz, AV > F 7 AHllg
PHEHRESEEL, v ru Ty —YORBBRSh, X
Yo F T ARAGPEER O —HLDED Sz, RIE
RIERZ L EIRBI LT RIEFRD & e o 7o, HOLHUARE
T 1% IgG (Fig. 1b), IgA (Fig. l¢), IgM(Fig. 1d), C3
(Fig. le) »3MREGEE FARICEHETH o 7o U EDOFTR XD
MPGN 2L 7z,

1A ABRE DR B (Fig. 2) { B4 M, prednisolone
(PSL)50 mg (0.8 mg/kg) /H & v BA#A, $i ¥k [F 2 warfarin
potassium, FLIM/MHE dipyridamole 300 mg ZHEH L 72,
Z D, 1996 4 10 HE XV IREHESEF 0.1 g/g » Cr(fR
i Cr 1 g fIE) Wik, PRIARIMERILIE b 1~3 /1 $HEFFE
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Table 1. Laboratory data of the first admission (1995. 7)
Urinalysis Ht 43.7% Renal function test

pH 6.0 Plt 21.2210%/ ul 24 hrCer 87.7 m//min

OBR (3+)

protein 3+) Biochemistry Immunology

5.45 g/day TP 3.9g/dl 1gG 203 mg/d/
glucose (=) Alb 2.3g/dl IgA 184 mg/dl

RBC 40~50/HPF y-glb 0.3 g/d/ IgM 90 mg/d/

WBC 5~6/HPF BUN 15.4 mg/dl CH 50 31.3U/ml

hyaline cast 2~3/HPF cr 0.96 mg/d/ c3 54.6 mg/d/

RBC cast 1 /30 HPF UA 6.9 mg/d/ C4 34.8 mg/d/

epithelial cast I/10 HPF Na 140 mEq/! ANA (=)

K 4.0 mEq/! Anti-DNA Ab (=)
Peripheral blood Cl 105 mEq/!/

WBC 8,200/l Ca 8.0 mg/l Urinary-/, microglobulin  40.3 mg/!
neut 65.7% P 3.8 mg/dl NAG 71.9U/1
eosino 1.7% AST 22U/1 U-FDP 2,581 ng/ml
baso 0.5% ALT 20U/1 HCV Ab (=)
mono 2.0% LDH 210U/1
lymph 30.2% T-Cho 258 mg/d/

RBC 4.90X lO"/,ul TG 153 mg/d!

Hb 14.9 g/dl CRP 0.0 mg/d!




SHEDPSLIZ10mg DfFHBG L Lz, UL, 1999
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Fig. 1. Glomerular histological changes in the first
renal biopsy (July, 1995)

a . The glomerulus shows a lobular accentuation with mesan-
gial hypercellularity, thickening of the peripheral capillary walls
and narrowing of the lumens by mesangial interposition (Mas-
son).

b~e : Immunofluorescent staining showed IgG(b), IgA(c),
IgM(d) and C3(e) deposition along the capillary wall and
mesangium.

BT BRI IR DO E =T 12,

%5 2 BIABRRHRERTR (Table 2) © JREH 1.78 ¢/H, K
WM (Q2+), RARIMERVCE % 10 /1 5%, HTHE L
FeAIfErIRE, PEMi 2R 1, IMEEFICTT VT
>39¢g/dl, $Ba v AT u—niF195mg/dl L IEH Th
D, MIERFEFRIE 9.6 mg/d/, MFZ V7 F =213 090
mg/dl, ZVv7F=>27 V7T A1 99.5ml/min & B
BEIXIEH Th-ole, MIEFHIME IC T IgG 4 332 mg/d!/
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renal biopsy
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Fig. 2. Clinical course of the present case
S-Cr : serum creatinine, TP : serum total protein, U-RBC : red blood cell in urine, U-P : proteinuria
Table 2. Laboratory data of the second admission (2000. 5)
Urinalysis Ht 47.5% Renal function test
pH 5.5 PIt 16.7%10%/ul 24 hrCcr 99.5 m//min
OBR (2+)
protein B+) Biochemistry Immunology
|.78 g/day TP 5.6 g/dl 1gG 332 mg/dl
glucose (=) Alb 3.9g/dl IgA 107 mg/dl
RBC 10/FPF y-glb 0.4g/dl IgM 54 mg/d/
WBC | ~3/HPF BUN 9.6 mg/d/ CH 50 33.2U/ml
hyaline casts |/2~3 HPF Cr 0.9 mg/d/ Cc3 71.0 mg/d!/
epithelial casts  1/6~8 HPF UA 5.6 g/d/ c4 17.3 mg/dl
fatty casts | /20 HPF Na 142 mEq/! ANA (=)
K 3.9mEq/! Anti-DNA Ab (=)
Peripheral blood Cl 105 mEq// S-immunoelectrophoresis ~ (—)
WBC 5,700/l Ca 8.9 mg/dl/ U-immunoelectrophoresis  (—)
neut 51.9% P 3.0mg/dl/ cryoglobulin (=)
eosino 1.5% AST 16 U/!
baso 0.8% ALT 17U/1 U-FDP 19 ng/ml
mono 5.6% LDH 308 U// HCV Ab negative
lymph 40.2% T-Cho 195 mg/d!/
RBC 5.04% 105/l TG 139 mg/d!

Hb 16.1g/dl CRP 0.0 mg/d/
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Fig.3. Glomerular histological changes in the second
renal biopsy (May, 2000)
a : The glomerulus showed mesangial expansion, slight hyper-

cellularity and irregularly thickened glomerular capillary walls.
(Masson)

b~e : Immunofluorescent staining showed predominant
IgA 2(c) and & light chain(d) deposition along the capillary
wall and mesangium, accompanying slight deposition of IgA
| (b) and slight A light chain(e) deposits. These immunohisto-
chemical findings were also confirmed in the first renal biopsy
specimen evaluated by the same method.

CLEMEZRL, #ifkiE C4H3173mg/dl LIET, 728t FARBRIEED T, —EORREKIC AT ARED
i, PiDNA YUK, 7V A 27 a7 >, HCV Fifkix BB HNCFRD S 7228, HilEOERAT RO X 5 %
BHETHo T, MEREEAEIKE TMERIZED S MPGN FRZAGIZBR & N7 B D A PR H L Tz, RIE
N, IRPFEBSWKEITHNV A « YVa—rXEAEE FRlERE BIRELEEAERD shgr o,
HTho7z, HOEHIARE T 1gA, 1gM, C3IMMREF & A ¥ > F 7 A
FE2EBEEMRATR (2000 425 H) (Fig. 3, 4) : HEHATR WM T Ho7r, 1gA @ subclass iF IgA 2(Fig. 3¢), « 4
(Fig. 3a) ClE, B Sz 10{HOLEKED 5 &L, (Fig. 3d) BB TH v, IgA 1(Fig. 3b), A $H(Fig. 3e) X
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ODIPICUEERDLDATH o7z, 5
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1 [B] 5 BRI
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F=y 2R E3BEENTHY, IGT L2 L7z, 5 11H
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ZAE 2 M EAMRFTR EFETH -7 2 L HER S iz,

& 2 A AP DR (Fig. 2) 12000 4F 6 H, PSL 5mg/
H#% 30mg/H L& LT, ZDHBIREA IZEAMERIC D

Fig. 4.
of the second renal biopsy

Electron microscopic findings

a : Electron dense fibrillary deposits were
observed in mesangial, subendothelial and
intramembranous regions. (X |,500)

b : At high magnification, the electron
dense deposits were composed of a mi-
crotubular structure measuring 35 to 45 nm
in diameter, arranged in parallel.

(X 7,000)

D, BifE, PSL20mg/10 mgfRHE G112 T, REHA(+),
PRARIMERILIE 10 {8/ 1 TREF, MIEREE 6.3 g/dl L EEE
EE

z =

IGT 1%, 1977 4212 Rosenmann & Eliakim 57 2 L D,
1980 412 Schwartz & Lewis 52 12 & D #i4 & L7z Bkik
PET, BFUEMEIC OREMENICHIS RS 2 29 20
EHEW RS L T %, Korbet 539 1%, SRERIENIZ microfi-
brils F 7z |% microtubules D FEIEY 278 % b D % fibril-
lary glomerulopathy & #8Fx L, Z D 9 b WE Y HS im-
munoglobulin 3T, 7 VA7 a7 ) v, LFHEEH
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Table 3. Clinicopathological findings in IGT
Author Age, Gender  Clinical data LME IF Treatment f/u  U-P Function
Minami J et al® 51, M HypoCM, NS MesGN C3, Clqg, C4, IgM PSL 4m reduced maintained
Choi YJ et al” 18, M Eosino 1T, NS MesGN IgG, C 3, Fib PSL 2w reduced  maintained
Kurihara | et al® 47, F HypoCM MesGN 1gG, C3, C Iq PSL 2w  reduced maintained
van Ginneken EE etal” 24, M NS MesGN IgAA, C3 ACE- | 3y resistant  worsened
Cheah PL et al'? 31, F NS MesGN IgG, C3 PSL 8w resistant worsened
Kurosu M et al'? 73, M NS MesGN IgG, C Iq PSL+PE 2m reduced maintained
Markowitz GS et al'? 44, F HypoCM, NS MPGN  IgG, IgM, C3 Diuretics 2m resistant worsened(HD)
Abe A et al'® 59, F HypoCM, NS MPGN C3,Clq PSL 6w reduced maintained
Mukai K et al'® 57, M lgG-1(+), NS MPGN IgG,C3, Clq PSL 8w reduced maintained
present case 28, M HypoCM, NS MPGN  IgA 2, IgAk, IgM, C3  PSL 6y reduced maintained

LME : light microscopic examination, IF : immunofluorescent microscopy, f/u : follow-up period, U-P : proteinuria, M : male, F :
female, HypoCM : hypocomplementemia, NS : nephrotic syndrome, eosino 1 : eosinophilia, MesGN : mesangioproliferative glomer-

ulonephritis, MPGN : membranoproliferative glomerulonephritis, PSL : prednisolone, PE : plasma exchange, ACE- |

: angiotensin

converting enzyme inhibitor, m : month, w : week, y : year, HD : hemodialysis

MM Y > A 1% (CLL) %2 & ¢ monoclonal
mopathies, SLE 72 & DWW IZ bJE S & o — MRk
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