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Sibling cases of nephritis resembling membranoproliferative glomerulonephritis
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We have experienced rare cases of membranoproliferative glomerulonephritis(MPGN) -like nephritis,
which was seen in siblings. Both the brothers had asymptomatic hematuria and proteinuria at an age before
10, 7 and 4 years old , respectively. Renal biopsy revealed proliferative glomerulonephritis, resembling
MPGN type III. The family history showed that their father and grandfather suffered from end-stage renal
disease, suggesting that MPGN seen in the present sibling cases is hereditary. A review of the literature
revealed that familial MPGN is rare, that most of the cases have urinary abnormalities at an age of less
than 10 years, and that male preponderance is seen in familial MPGN.
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Table 1. Labratory data on admission of Case 1
Urinalysis Blood chemistry Immunology
Occult blood 2+ TP 6.1g/dl CRP 0.0 mg/d!/
Protein 0.7 g/day Alb 4.0g/dl RA (=)
Sediments AST 201U/L C3 72.0 mg/d/
RBC |0~12/HPF ALT 161U/L C4 24.1 mg/d/
WBC | ~2/HPF y GTP 121U/L CH50 43.0
Granular cast (=) ChE 463 1U/L 1gG 630 mg/d!/
Hialline cast (=) CcK [131U/L IgA 179 mg/dl
Peripheral blood T-Chol 197 mg/dl IgM 117 mg/dl
RBC 510X 10/l TG I12 mg/dl ASO 98 IU/m!
Hb 14.8 g/d/ HDL-Ch 44 mg/dl ANA (=)
Ht 43.4% FBS 101 mg/dl
WBC 6,000//1[ BUN 13.2 mg/dl Selectivity index 0.21
Platelets 23.2%10%/ul s-Cr 0.6 mg/d/ Infection
UA 7.3 mg/d/ HBsAg (=)
Na 139 mg/d!/ HCV (=)
K 4.0 mg/d/ WaR (=)
cl 103 mg/d!/ TPHA (=)
Ca 9.3 mg/d/
P 4.3mg/dl
= &l % > 40mg/d/, BUN 13.2mg/d/, s-Cr 0.6 mg/d/, filiff
JiE
fiilx C3 72.0 mg/dl, C4 24.1 mg/dl, CH5043.0 L IE#H T
GEF 1) (52) bolz, Vitkbik Eo BEHEL CEFR Y A Vv AH
B AR ISR B KA TH > Ty REEHRIE(LG & b7 ¥ X7 2 )
* R{ME, BHEOER D7 )T T v A selectivity index) 1F 0.21 & HEEHIE
BECLEE © 147085, 7 1 — P % SR T B > 72,

R © I3/ FOER I VBLE L wbR, 23EE X
D FETIRET, HAR FRFIAES

IR | AR 2o Uy 7 &RE (1993 ) O /N
W THIS TR £ BEER 2 TER S 1, LR %222 L7203
BRECIEEES o7z, 1993F8 H, HEREE%Z
Zo Mk IREMHOIIg/H, MK HREEFBUN) IS4
mg/dl, M7 v 7 F=>(-Cr)04mg/dl, 7v7F=
Y7 VT T A 14T ml/min ThHolz, I T 3I~4

AR Z E TR RS T2y, BEMEERIIER & BRI
Rt L 7o ZOBREEREIEML, 15SERICRERD 1.2

~21g/H eI 72728, 1996 4£7 H, KN E K
THEMBRICABE L 2o 72,

AMBEIRGE - & £ 165cm, {£ & 58 kg, [ FE 126/60
mmHg, FR#T 78/min %, AR 36.2°C, FEEICE ML - BEE

RO, 5« EEICRE 23803, FIRME - TR
JEAFRD T,

ABEEFRERR © Table | I FEMREFT R 2R L1z, R
EFHIZ07g/H, R¥Mm2+, BEH6.Img/dl, 7 V7

BERAR | BAEREAROCFEMEBIZ Ty, 2>
/7Aﬁ@®¢£ﬁwﬁﬁ&x%//vAggwﬁm&m
O, SREMEEHINE 13X IEEIEFE L T2 b OO RERIEGRIE
iﬁﬁﬁ@ﬁ%?t/PAM“@Ti%%W%fﬁﬁZE
1EERD 6Tz, FHEITERD & e h - 7z (Fig. la),
%ﬁ%&fi+%%%ﬁ$ﬁ%kx&/yvAﬁﬁkc3
L 1gG ARG MHIC Rt S 7z (Fig 2a) o SRERIE OB T M
REE TR, AR TICSREOBRFEEEVEOELN
oo, Fio, —EICIE BRI TIC b EFREEYE
PRI NI, HERIISEICPPEELTBY, BED
mesangial interposition fR3F8 & & L7z (Fig. 3a) , SRERIK
HIEE o splitting DFF R IZFB O otz L E XD,
MPGN type [IEED LERIAB K L £ 2 S tz,

BRARIEE | B M, WEIIA <, BEAROBEIMPER
EOHETOASNRLo D, AT a4 NEEEETIC
PUI/IMIE (¥ € ) 5€ —)1 300 mg/ H) #5 0 % TR
FLT, BEMRSERQOIFIOH, 20 ORFRTD
s-Cr O EACMEREAOED & Aond, FELFED
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alb Fig. 1.
a : Case |. Light microscopy showing a tendency of lobulation of glomerular tufts, increase in mesangial cells and

mesangial matrix (PAS staining, X310). Inset shows double contour of glomerular basement membrane

(arrow) (PAM staining, X 580).

b : Case 2. Light microscopy showing lobulation of glomerular tufts, increase in mesangial cells and mesangial

matrix (PAS staining, X310). Inset shows a tendency of double contour of glomerular basement membrane

(arrows) (PAM staining, X 750).

Fig. 2.
glomerular capillaries and mesangial area
a :Casel, b :Case2 (x190)
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Immuno-fluorescence of anti-C3 antibody showing coarse granular deposition along

REZIWCTHID TSI, TE2%2 L SR T
ZREN 0Tz, 199498 H, AR %2, Sk
REF 00l g/H, BUN 134 mg/d/, s-Cr 0.4 mg/d/ T
Botz, FIFICT 3~4 7 A L CHIREGET TWiz s,
BEPRERIVINIR & B8 IR IIFR-GE L7z Z OBREERITIEML,
ISTRRFICIREE S 1.3~22 g/H LML 72729, 1999 &
8 AR AR B T RbE I ABE & 7% o 72,

APRBSIEE : 5 B 165cm, & & 58 kg, If fF 110/72
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alb Fig. 3.
a : Case |. Electron microscopy showing massive electron dense deposits in subendothelial
and subepithelial region (X5, 100).

b : Case 2. Electron microscopy showing electron dense deposits in subendothelial and
subepithelial region (Xx5,700).

Table 2. Labratory data on admission of Case 2

Urinalysis Blood chemistry Immunology
Occult blood 2+ TP 6.9 g/d/ CRP 0.0 mg/d/
Protein | .4 g/day Alb 4.5 g/dl RA (=)
Sediments AST 2510/L C3 88.0 mg/d/
RBC 6~8/HPF ALT 301U/L C4 19.2 mg/dl
WBC | ~2/HPF y GTP 201U/L CH50 37.1
Granular cast (=) ChE 536 1U/L 1gG 803 mg/d/
Hialline cast (=) CcK 136 1U/L IgA 148 mg/d!/
Peripheral blood T-Chol 253 mg/d/ IgM 105 mg/d!/
RBC 540X 10*/ ! TG 115 mg/dl ASO 1131U/ml
Hb 15.4 g/dl HDL-Ch 75 mg/d/ ANA (-)
Ht 46.0% FBS |14 mg/dl
WBC 5,670/l BUN I1.7mg/dl  Selectivity index  0.19
Platelets 25.7X10*/ul s-Cr 0.6 mg/d/ Infection
UA 6.8 mg/dl HBsAg (=)
Na 140 mg/dl HCV (=)
K 4.3 mg/dl WaR (=)
Cl 101 mg/dl TPHA (=)
Ca 9.8 mg/d/
P 4.6 mg/dl
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mmHg, k{1 80/min &, {AiR 36.5°C, i &I - #IE
ERDT, M - BEBICEE 2R T, LiRE - THIZE
[E %58 T,

ABEHM&EAR © Table2 IR X912 | HREHIZ 1.4
g, WEM2+ThHYH, MEHG6ImMg/dl, 7V 73 45
mg/d/, BUN 11.7mg/d/, s-Cr 0.6 mg/d/ 7% £ 4{b Mt
TRFFICEE 2RO, /-, HfAMED C3 83.0mg/d/,
C4 192 mg/dl, CH50 37.1 LI Tho1o ViiHilhZ
coHaohifkY CEFRY A VAR EETH >,
selectivity index 1% 0.19 & FLHHESEIRMETH - 72,

BAER | BEMERONFHEMSEBE T, 2 ryy
LHIFE DS OBHE & A > Y AEEO U E ATEDORE
IR, SREREEEEO B LEA 25807, RERIEIR
B &R —=~ UL OFEDBA S Lz, SRERAEMME X
FIZFTEL T2 b OO LBRERE XA FEMER 2R L
720 FAMEKIIFTED & 7z o 7z (Fig. 1b), HOEHIEARE T
VRERIRIREE ARSI & 2 V> ¥ v A4EIIC C3 H3HHSERR
CHRBME B S e, £z, IgM b BB B s h
7z (Fig. 2b), SRERADE FHEMSBILE CTIX, WEMT
KEROBTFREEVMEDOWENRD S, —HIcid LK
TEBLIOAG VO Y AEBCOETHEEMEL A 5N
7o EEBEIZEMICOPEREL TB Y, BE O mesangial
interposition R 2328 » & 7z (Fig. 3b), LERAEEEKED
splitting DFF I EE D e o7z, LLE X D, MPGN type
MIBEDARERAEE R L F 2 iz,

BERRARE | BAEMBIEE R <, EAROEMLBEARL
DT HONEMhoTT20, ATa4 RiEEE2ES, 1
MV/IMEFI (P €Y 57 F — )L 300 mg/ H) # 5.0 & CROEE
Lizo BFAEM 2 F# (2001 4210 H, 167%) OKFSATH, s-
Cr o FERMEREADOMA b A5 T, FHELFTD T
W, R R B OBEILIZEED S Twhien,

z =

SEDSIBFEGI T H o Nz REREE 2103, S SR
AT, AR MPGNJRZ (D ZELZ /R L, RERIEE
JERE D —BALFT A OBERTIC A 5 %) 1Tt B L & bigsr
FRBPPEETH Y, SRERAFIEERO — B R & g
WEETH 2, LinL, HOETUAETIX 18G & C3 3Rk
WARBEAMI S s h, %7, BFEMEGBETI
WE T (s, —#icd EE TR SROBETEEE
YR iR, IR L X\ 2 mesangial interposition DT
Baaeni, £z, Alport fEMEEEIC A & 2 R ERIEEL

JEE @ splitting Ff RIZ 80 & e o 720 L E DR EFH
BEMBIMA LD, SEONBEFOFERITE b I
MPGN type [If;DIETEMURIRKIEE £ ThH - 72,

2B BRI TiK, 2B 47%) & D BEEBRIEOIMER -
EARBA DN, HEERCEARS 10g/He#E2, B
Mz kD MPGN L2 &z, Z Dk, 2ER L i
BAREDETHAONT, Elor 70— VIEEHEZELT
BoT, WHOERRERIIM T2, K 2IEFOFRKRET
W&, ABUI/ANF: 6 FFRE X D R O B K12 T 23 K
MFENTICES>TBY, HARH FERARHDRIE T L
Twb, REME=ZHZ 5 &£, FEO2HEH O MPGN (3i&E
GRS SR2 b ICHIEL 2 LR S b, K2 HE
BNFFREE A (I3 20 5%, 2R3 165%) THEALZ2EL Tk
WHDOD, F, BAENOETH FHESH, BROEER
PILETH2LEHZ oMb,

VUEBFERE B 5 WIXFKIERNFGIE D MPGN 12D &, SCHRIY
R EIT> 72, Table3ICRT & 512, HWIEHIL THEKS
N DI IME, RRROBEDASNDH, K H
5 DI E TR Ve WAHFEED 5 WV ITFKANFEIED
MPGN 122 % 1970 4 Van Acker & 03] THE L7129,
% @ # Germuth 5 7% Teisberg 5 ¥ b 26 J& fE #1 ©
MPGN JEF % 4 LT 228, Wb 264l 7 B R AT R
PR IZEH 5 22 T 72 v, 1980 12 Pussell 5228 1
FHR AEH], & 512 1981 4E Berry 519832 W Z N 2 K5 4
FEBNZ D G L7z, AIETIE C3dDFELWET, &E
T CQQOET 2RI, MK T 2 BEHRT
DRENFHEICBES L T2 AREHIcOEERL TV S
2, FAEEOET L T2 WRIERNFSED MPGN FEF]
WEHEINTEY, bhbhod 2T b FHAME O FH 1358
B T W 7 W, 1986 4 Stutchfield & 13 1 5 % 2 E il ©
MPGN fEf 2 L, KRAFETE 5 2EFHOBRE
BERFEFIN 4 o0, M XGEES M BROBEETH S
AREIC D S B L T 5, SEIO bbb DERIT b
BEEE2ET 2 bOIHER, R, WL e2flBETH 2,
1992 4£ Stylemezoglu & 1% 1 5% 2 FEFIC D W TP, 1995
4F Bakkaloglu & 1% 2 5858 6 FEBIC D> T, 2000 4 Bog-
danovic 5 1Z 1 RRA2EHIZ OV TIRE LY, 2 ZFh
HLA ${JE DM 217> T 5, Soylemezoglu & |3 FE4iE 2
FEBIS HLA HifkD A2, Bwe0, DR2, DQwl HiJf # 4t
LTCWw3 Z k%5 LT, Bakkaloglu & @ HLA ¥ JEMZE
DFERTIE A2 O HOHEMEZF KL Tw 5, Bakkaloglu
S DL EFNT T NTHMETH %, Bogdanovic & iF 5
BFFEWNC T A24, Bwd, B27, DRS2, DQ3HiJHd 438
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Table 3. MPGN RIENFEFINHREN £ &
wEHE BE EEGR) M REHB MR Alb  Cre GFR c3 C4  CH50 JRIZFESR HLA type Fi&
(g/dl) (mg/d!l) (ml/min) (mg/d!) (mg/dl)
Van Acker et al MJ M + + ? MPGN LT
(1970 %) ML Foo+ + normal  {ETF MPGN A
Germuth et al A-| ? ? + + ? MPGN CE L
(1973 %) A2 2?7+ + ? MPGN AL
B-1 ? ? + + ? MPGN sE L
B-2 ? M + + ? ? B L
Teisberg et al A 32 M + 64 27 MPGN BN
(1973 %) B 3 M+ 105 25 MPGN B
C 26 F + 86 25 MPGN B
Pussell et al -1 20 F + + I 3l 126 29  MPGN SoEA L
(1980 %) n-2 15 F  + + E% = 99 10 ? EREI A
KT
-3 13 F + + 2.7 0.9 %87 140 10 ? EE L
1&ET
| -4 7 M + - = =8 60 10 ? CE L
KT
Berry et al JM 10 M I|.5g/day + 1.8 0.3 57 MPGNIIl Al Aw3I B8 B27 x5O K
(1981 %) BETHE
PM 9 F + 1.5 2.8 36 MPGN | Al A2B8BI2 2504 K
BETHE
WG M - 2.8 0.5 118 MPGN | A2 Aw3l BI2 B27
KG M - 3.0 1.8 120 MPGN | Al A3 B8 Bwl5
Stutchfield et al LA 197 A M 3.1 76 128 30 33 MPGN | A2BI7
(1986 %) NH I5H B M 2.4 77 123 MPGN | 5 FHEIET
Soylemezoglu et al MY 10 M + + 2.6 10.6 10 14 33  MPGN A2AIIB39Bw60 6 H A&
(1992 ) DR2 DRwI3DQw!  &#7F
FY 13 M + + 3.2 2.3 33 24 33 MPGN A2A26Bw60DR2 2> O K
DQwI B THE
Bakkaloglu et al  AG 0 M + 2.5 3.0 MPGN | A2 A26 B38 DR4 475
(1995 F) DQw7
BG 3 M + 2.5 0.6 MPGN | A2 A26 B8 B38 75
DR4 DRw14 DQw6
SG 3 M + MPGN | | EHIET
IG 1048 M + MPGN | A2 A26 B8 B38DR4 475
DRw 14 DQw6
MY 9 M + 2.6 9.0 &F &TF MPGN | A2 All B39 Bw60 £7F
DR2 DRw13 DQw6
FY 13 M + 2.4 2.0 BT &T MPGN | A2 All A26 Bw60 £75
DR2 DQw |
Bogdanovic et al  SC 5 M + + 1.3 0.4 147 &F E® MPGN | Al A24B27B37 X504 K
(2000 %) Bw4 DR2 DRI | BETHE
DR5! DR52 DQ3
D6
MC 5 F + + 2.3 0.7 145 E® IEE MPGNIIl A2 A24 BI8 B27 BHEHET
Bw4 Bw6 DRI DRI4
DR52 DQ3 DQ5
ZAHE 131 TT I5 M 0.7g/day + 4.0 0.6 72 24 43 MPGN | BHEEEET
(present report) L
TT I5 M l.4g/dy + 4.5 0.6 134 88 19 37  MPGNIII BHELET
L
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M ZgRE Licss, o OWmEREFNCI T 2 HLA-A2 3k
EIEED STV, I TOREE MPGN OJER]
W TR AEOHEFIDZ A5 (ERIDFEED b 5 iE
BIDS>H IS%BBUTH 5), HELEERERD 2 WIFHHE
WCHFIEL R T WD dH Ly, MPGN OS5 BN FEIE D
FEEIZOWTIRBEBSTIIWThORETHRHTH 5,
4%, linkage analysis 72 812 X 2 f#Hi1c & » KR &G T
DRFEDRTN 5,

s
mng a0

R b, B B M R BRI E 28 type TR D 5%
BRARE R D SEBIER & R U 720 AH b REREE R L 5
ENBETHY, HRH SEKTIRFBETHTL TS 7
O, FEGNFERERBENRE L FZ 5N b, FEORE
2HERI & b L & B ICEBROMMDS A 5Tz, KRR
HOMEKR T, 10U TICHELBRICEZ W I LHRE
niz,

5B, KX OEEFZE 3 HHAEBASERAMAE CF
BRI 10 H, &R THRE L,

X mk
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