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Table 1: Case profiles in the prospective study (1985-2005)

Idiopatic Homogenous Heterogenous
N=77 N=50 N=27 p value

Age, years 554 X£14 573 £1.6 519 =22 NS

Male/Female 50/27 31/19 19/8 NS

After onset, months 22.64.8 11.3%£23 43.6x12.2 p=0.001

Follow-up, months 71.9+6.4 69.68.0 75.7%£10.8 NS

Nephrotic state (%) 83.1 86.0 77.8 NS

Hypertension (%) 36.4 24.0 59.3 p=0.03

Therapy

No or supportive 14 9 5

Steroid alone 4 3 1

Steroid + IS 6 4 2 NS

IV IG = steroid 30 15 15

CyA =t steroids 23 19 4

IS: immunosuppressive agents, IV IG: intravenous immunoglobulin, CyA: cyclosporine

NS: not significant

Table 2: Relation between final

outcomes and EM classification

EM types

Outcome Cases Homogeneous Heterogeneous

Normal renal function 68 48 (96%) 20 (74%)

Renal dysfunction 6 2 (4%) 4 (15%)

Renal failure (ESRF) 3 0 (0%) 3 (12%)

Death 15 8 (16%) 7 (26%)
Infection 4 4 (8%) 0 (0%)
Cardiovascular 4 1 (2%) 3 (11%)
Malignancy 4 2 (4%) 2 (7%)
Others 3 1 (2%) 2 (7%)

124



RS BE O R E& (BHATER B TR I 3E)
AR FEHR

DRERBEERD 7Y a3 ) Y B & & o7 Hatkic B3 585t

B 1%
TR BRI (BFREHES DHEEANE - Bl BER)
LRI

AE  EZ (ERARZEEES LREENE - Bk

HEL

Jih

)

(REFOR DS LmBEAFL - Bl B1F)
B 7 (BEFIRF RS R AL - Bl DrFed)

MAEEE

Hspg2 (/R—=nNBy) OFERD ~AT7 URBEAMMAZRELL ) v 7 4
v =7 A Hspg2 A3/A3 ZERL L, Hspg D~/ T URiEREH O R BRIATERAE I
BT B ERE 2 REMARTN, B REN ., REEMY - SRR BEEETIC
FRMT U7z, Hspg2 A3/A3 DRERIETIEa Y Ru A F Ui OFHETTEN Rl S
Nire 7=l v DT CRRRSHITRER IR L EEE o [ AT R I & B fR
CREBEEAEORDHAZIHTO2HELTETHLEZ LN,

A HREB

Hspg2 (/X—=v 1) D~RT R
2 (HS) $Hid-RERIRREIRREMATE D
STHIEREEXOND, AL,
Hspg2 % 1 KA A > HS S &AL
AR ELE) v 74T A
“Hspg2A3/A3” & 1AL L 72, Hspg2A3/A3
IFIEEN BSA KEAM CTHAK~ D
A L TRF O BSA HEMENHE
CEEM L T\, AFEO BRIEZ O
HROMFEEBETHILITH T,

B. BFHHTE
1. Hspg2A3/A3 DRERIBREEMBD
R TR 28 % PEI ¥u e %2 F W CEERIIT

125

LAl U7z, 2. Hspg2A3/A3 HISkD]
REGEBMETFMR L D VD 2 F
L, a7 5F~D7)ay 7)Y
71 VA BRI D AR F BT AT L
Tre 7V aV I 7Y B UHERRR
WHE LT B~ FF—8, KWV, =
Y RaAFF—FTRBEREAR-Dh
EWEAL LRI aT o IIeRT 580
EKEHRANCTY 2R F L TayT 4
TEIToT, 3. REREEERICBIT
HHS.CS72lor7 Va2 r7Ux
VHLER R SRR R AV TR e
FEERIZ I o T LT,



(WFZE D fiw B T~ D ELJE)
FEREWSFEVLE, KUY, &%
EETERICIIRTOEREEZ 5 272

WX, FIEICRE S TREOGERE
BEiT-o7,

C. ¥R

1. Hspg2A3/A3 & BpAERORIZIX
ARERGEEER O R BRI CRERAE
DHMNEIIZBIT S dot ) IHEED
RO oT, 2. BEEEEHETEM
o7V ay3 7Y B G TE.
Hspg2A3/A3 BHED X =)L T, =
T ay FaAF Uomied s s
HIAE LTV, skt UTE
ARz b — L TiEEART URRER
DHDMFTFE L T\, 3. Hspg2A3/A3
TIE~NY FF B ki sk 3
ADIOS of CS ZRrERIZARMT D HLiE
B N T 5 Y68, C SR BR R o Y
DSEEER L7,

D. &%

T & (TEM R 02 BT, BRMETTER
MORIFEER S Z LTk o7,
L L6, SEO—EOWFRRER
I3 Hspg2 @ HS A KEEBRDRF
P& Pl B AEEE 2R LT\ 5,
HS (IAfas B T & R RS A
LTEY ., REERRHENIZIT GBM
Rt BB BN © 72 < IEH 72 GBM #
5rF @D assembly 73 EE 2 %E %
ITHA9,

E. #53%
2=V @D HS TR O R

126

TFRY MU - IERIZGRDY DD
&Ry iR R HAE LT B AT RE
MNE 2 B,

F. {ERREfa R
RRIZ7 L,

G. A HED KB EIR IR
RRZ72 L,

H. #F7E3EsR

1. MCFER

Morita H, Yoshimura A, Inui K, Ideura T,
Watanabe H, et al :Heparan sulfate of
perlecan is involved in glomerular
filtration.J Am Soc Nephrol 16:1703-1710,
2005

2. FERR

FHAEZ 24 U WOT A G
B RERRR B — o T B L FTR TR
BE—7  BFERHER MRS EE
NI DREBICERZHTT., B 37
[=] B AR ek e, 2005, 5, ZL.

N

HHEEZ, BET. BRIIE, INEK
1, SRR JEW 35 A Karl Tryggvason,
ENEER: ) v A<D R Hspg2
A3/A3 DARERIKTEIEMERE. 25 48 [B1H
KRB FRFNRES. 2005,7, B



BASBR M RE#DS EAMER BRI EZE)
LB e &

5t Thy-1.1 BRERIZISIT 5 STAT3 ¥ 7 F/VOREE

WEw E R ELE
JE B KRG E I S T R IR i R .
EFEBFIEE  EARRE

MREE

E¥ S v b, B Thy-1.1 B4 F v b & PDCGF & HHEHIE (STI571) %
B E U7$i Thy-1.1 B4 T v b OB T 16 STAT3 ZAEREAT
et Uiz, AV Xy AMBEEESICE, A XU AHRICEM (L STAT3
BB LTS, EET vy hOAS XU AMBICIEREIFBD b
otr, F7- STIS71 OFEIC IV AT XU LRI & &ML STAT3
DRERFD Uiz, #i Thy-1.1 BROHEREIZ STAT3 OIEHEVNEETH D,

A. BFIRRE®

AH X7 AEFEERE RN T,
X7 —VERERHELETDOIHDOIET
BARRTH D, Ht Thy-1.1 BRIT. A
P X T ABEEERREBTLEOET
WTHY . AT Xy AIaEFERIT
TEEOEAREET D, Fald, A
Xy AFEIQMETEIC . MRS 7T
WTHD STATI BEELTWA 1%
FEt Lz,

B. W3t Ak

4 A Wistar rat(180-200g){Z#1 Thy-1
FUEOX-NE®RE L, BAEREEZ6H
HiZB& LTz, PDGF & AHF3K
(STIS71)i% OX-7 %54, 4—6 BT
517,

E% rat, STIS71 #&E-#E, vehicle #&
EREZRT 5, EMHIL STAT3. PCNA

127

% S Yuth T ELI IR ST L 7,
et irR A~ ) VEE LS
57 4 VIR 2ROV TITWV, SREREEN
DiEMAL STAT3, PCNA O HLLf | B
X ONEHEAL STAT3 & PCNA O —HE
BE, FNEFNBEMETTI T ML,
SYHAIHT B D THREHLBE 21T > 1=,
(e D fmERE ~ DELRE) .

Z DERIL, EERFEBARR AT
B Y ¥ — OB E R R
ZESOERBEZIT LD TH D,

C. &

STI 571 ®EHITBWT, AP ¥
v AR BT B TEMEI STAT3,
PCNA I LWz, F7iEHL
STAT3 & PCNA O BB XA
J X7 AMES STI 571 &R E#&ED
LCWe, 728, [EME(L STAT3 &~ 7



07y —U0 _EBRAINZDDIX
FRERBD IR0 T,

ThRbb, STI 571X Y., AH ¥
v LA O BETE A IE] S v, WEEAL
STAT3 H#ifl a7, . EHEL
STAT3 I&, EIZHEFHF D A X A
AIIZFE L T,

D. Z%

AY T AR IZ BV T,
PDGF I3EE 2K+ Th 5, PDGF %
HEFEHIRIC L v 1EME(L STAT3 2341
HlEXNDHZ & T, STAT3 T A v F
LHBEIZ VT PDGF O FHICTRE L
TWabnEEZX b, £, EH
Ty MAY X T AHRICEER
STAT3 i3%6 LB b T, I L T
DAY Xy AMARICIEME/L STAT3
DEMBPRED L= &5, invivo
WRBITAAT XU AMBEHEIC
STAT3 DiEMHA LN EE 2R E % Rz
LTWBZ ENREEI N,

E.

TEVEAL STAT3 XAV ¥ LM
IZRENPRD B, AV X LMl
WD MKMNB@%MWW
W bhiz, PDGF SR EHFEHIEIC &
%ﬁmsnw3@ﬁyb\ﬁTm41%
ROERIZ STAT3 DOFEMALNEE L
Zz bz,

F. fEEEfabRiE
Mo &z &L

128

G. FNHIFTA HE D HER B R T
ZQ 0%

H. WFFE

1. FmC3EER

1) Nakashima A, Yorioka N, Mizutani T,
Yamagata Z, Ueno T, Takasugi N: Serum
Cross-linked N-terminal telopeptide of
type I collagen for evaluation of renal
osteodystrophy in hemodialysis patients.
Nephron Clin Pract. 19: 78-85, 2005

2) Kiribayashi K, Masaki T, Naito T,
Ogawa T, Ito T, Yorioka N, Kohno N:
I
expression in  human  peritoneal
mesothelial cells via ERK1/2 and p38
MAPK. Kidney Int. 67: 1126-35, 2005

3) Kumagai J, Komiya Y, Tanaka J,
Katayama K, Tatsukawa Y, Yorioka N,
Miyakawa Y, Yoshizawa H: Hepatitis C

virus infection in 2,744 hemodialysis

Angiotensin induces  fibronectin

patients followed regularly at nine centers
in Hiroshima during November 1999
through February 2003. J Med Virol. 76:
498-502, 2005

4)Kyuden Y, Ito T, Masaki T, Yorioka N,
Kohno N: TGF- 81 induced by high
by

angiotensin-converting enzyme inhibitor

glucose is controlled
and angiotensin II receptor blocker on
cultured human peritoneal mesothelial
cells. Perit Dial Int. 25: 483-91, 2005

5) Ogawa T, Hayashi T, Tokunou M,
Nakachi K, Trosko JE, Chang CC,
Yorioka N: Suberoylanilide hydroxamic

acid enhances gap junctional intercellular



communication via acetylation of histone
containing connexin 43 gene locus.
Cancer Res. 65: 9771-8, 2005

2. FEFER

) FEHEZ, mERs, BAKE, M
TRENER, RS, EoREA, HEEE
75, TEER : PDGF-BB Hl%iZ L 5
Ty b AV Xy AMBEETEIZET
% STAT3 O] % 48 |6l H AB g+
TR 2005

2) BIEER, EARSAE, FIERK,
JWEH, A0RZ, EMEE, e
B RMEHEESOERICKEIT D
STAT3 OBE 48 [l H AR RFES
Fifrkaas 2005

129



2R M EINE DS
oyfH - AERF S



BAF BRI R MBI e (BHAMER BRI IEHSR)

AT IR

(B D RRETAE

LZRMERB AR SER TR EE

[ 2Ry MRIZ X 2 B R EEEIES MR OBR)

SHRMREE A

E:

AR A2 SR IR B P

MRS

B B S R B B (ADPKDWZ R LT, o 3 RfEFIiElER CH DA
a2y Mg (FEdh4 =35 —) b 1 EPA) ICERUEMEIZR & BIREEAD
BB M 2EMChT YRR X EEA IR L, BRIEKIHEZIRIZOW
TIXFELEREHRIHE THRW2S, BUN, IjECHE, CorfE TR7-B#EEIZE L T
%, EPARRERE L IERGREOM T 2 FHOBERICEDRD b7,

A. BFREEBY

HRaEEEZRBRERERE
(ADPKDYDJRREIL, SRR 2 =
LB R LR D O EF
A RN R A oo B g & iR o B
B, & ISR E BRSO M st
< b v 7 AOEME  RIEIZ X - TH
mSrohsd, KEBHOERENR,
ADPKD O #E/¥E 5 /) TH D Han
SPRD 7 v b OERFELZ T2 D
X, RKEERIZEENS o 3RS
e ThHdal /LA VBRERIE
EREzE->ZLickdEE26NT
Wb, £ THEE LT o 3R EFIE
BB TH DA a2 big (FEihs =
25— 1 EPA) %, ADPKD OB
EEITICH UTRAERRH 200 L
DD ERRE LT,

131

B. WFFEGE
1 5L E7 OBk DKERHBER
BITTE o TV ADPKD B 21451,
FEn, BHEE (B2 VT F=1E) .
B EOF %, THEIESIC EPA R 5H#
IR ERECEIVIEY . EPA R EHEIC
IZ T —) L 2400 mg & 2 FERHEE
L., Bi#iex 6 » AICllE LTz, £
7-BeJEHIX ARB &5 —&R & Lz,
(WHFE O R~ D ELE)
WMEZMEHRICBIT A2 MEER
SOFEEELR-%, Z2NEELVER
WL BMESMOREREE B, £27
—Z OERBICE L TEAEEABR
FENDHZ ENLVE S ITEE L,

C. 58
2005 FERFE TIZEPAREEE 2 1 41 (B
M1 5 B, SERAER 46.9 . ot 6 i,



SR RS 46.7 7%) L FER GHE 2 041 (5B
1 46 SEEEEE 45.0 1%L Aot 6 1,
LI 52.3 i) NEE SNz, BFgE
pA%ARTO BUN fE, Mmig Crfl, 7 L7
F=27 V7T A E(Cer), JRPEH
P B, R 7T I UHRE, P
o 3/ 6. MfF EPAJAA IZ I\ T HEE
WZEIT R Do T, WRBREE 2 4 A
HOTF—ZIXEPA B#ERT1 54, 9k
BEHTL 3BV TELRTY
5o Mt Y 2 4 » A B TSRS
IRf & Fhi: LC BUN. Cr 238 BN
L. Cor iTHRIZIET Lz, F£72 1/Cr
TEDZEALRS Cor EDEETR T
127HHB. 247 A BB\ CHERE
DOFIZENR SN2 oT, RFPT I
TIUHMEIZ2 4, BBICEBNT
WHSCBRAGEE & i LA B R LR
Siiehotz, L»Lw 3/w 6.
EPA/AA 3B GFHZB W TORERI
Bl iz (&1),

D. &%

EPA 1% ADPKD BEIZEBWT, EI
DFRIMFN R Z I LT, BRI xt
LThR#EERZRET DI EEZON
7o, S EORE Tl BHRE R EER
ITRBH SN o7, ADPKD 2B
TEBEERVW L BERORE & BH
BE(Cen) BB 5 Z & Ramoh T
VWD DS, BIHERE D BT I RIS DRRHME
b2 EMOER b KE S BEbo T
5, THHERESEOREIZBWNT, &
MEEREER 2 RE R o EEIC
o TWHARRERD D, BEEDE
EAZEE L T OMEHIREE 9 Bi21T

132

ITETHDN, ZORESEZT,
B2 HT TETH D,

E. &

BiRF UCIL EPA ORBFREMRERIZIAS
STV, DREF ORI 72
ALERET —F OER L. BEED
BT —F 2ms Ukimz H
TTETH D,

F. fsfapiEas
7L

G. HIRIPTAHE D HELRGFR I
7L

H. BF7E3RK
1. Fm LR
1. Nutahara K, Higashihara E, Horie S,
Kamura K, Tuchiya K, Mochizuki T,
Hosoya T, Nakayama T, Yamamoto N,
Higaki Y, Shimizu T: Calcium channel
blocker versus Angiotensin II receptor
blocker
polycystic kidney disease. Nephron
Clin Pract. 99:¢18-c23, 2005.

2. WREZ: IV.5E ZREERF
DBWrELE - RIS - BIEE 5
£ RBEBODHERE - /AL
M| EBEEE. ABRHEKXS 9506):
1238-1240, 2005.6

in autosomal dominant

2. EEFE

RS W R B S R
. 4 8H AAREBFSENRE.
FHL1 THE6H 23 H (K



<E 1>

SEEIEE 13 iRt 645 A 1258 1845 H 245 H
1BUN 25 2321050210 | 261X 118%21) | 283 F143%(20) | 32.3 £18.74++(16) | 315+ 17.8%+(15)
JEfES | 261t12000 | 265+126020) | 265105017 | 288+147017) | 2741710
P 0.404 0.506 0.680 0.547 0.545
lor B5 1533063021 [1.712084%+(21) [ 1.80 F 1.024+(20) | 202 £1.18+(17) | 234+ 1 404+(15)
35 | 175108000 | 1.78F08200 [190FX083+(17) [2.06 T 09117 | 2.02 £ 1.15%+(13)
P 0.351 0.783 0.589 0914 0.531
Cer s 718+ 45301 | 586316020 | 55.4F287(19) | 56.8F20.9(17) | 51.8F308+(15)
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