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LERFEBENEZETH S, MRIKEOBRENTAREEHILIL. ThEERSE D EHRRD
FETHD, HRFINFETIC, YIJEFEALEBEREERVATLACAAERHFR L OELETIS
LEIF. BIMEREHAE (ZRHE) ZEDTET,

AMEOBEHIE, HRAFEBICOVT, OCHETORARTRILLEZIVTITREERD VAT LDE
e &L, QMindsDERFIBICBI o - THREHA 54 D ORREBRBES~ADET. Q=R
WMED (FE) BAERAR. OFE - FEOHBPICET IHRAROBKRGA. OEEFHAMONE
EEDFIRADRE, 21T L b1, ORERRE, HR - BELENARMICHET S -OOBERER)
(R—LR—=UOFRELE) 270, OEBERIEHOHARENSEOLN-HAERRED EICERHGEAY
FI—FT%2BLT, UH—FIIRFIVOURLBEREEZTOIETH D, ULDBMEER
TAHEDICHEMNLGHAREMEBEL TEEL. TORREZHKRREEONAAMGHERREEEZEL T
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hBT ENFIFEN D,

& BRENHEILIN., TOERLSEL

A. BIREH
EAEIHRATELEHOBR2KETHY . &
WEEHTEATL Y TLRLTHD. BE
RICEITHIEAIERBLEERED 4 %LU LES
H, EEBREADEELKREL, AMERULAHER
CTHETHBEELENMICEIEELRER
Lo TW3 (AXRBIEFESREE 2011), Thd

FRECEHFEENEILENTE LY. EEOHEIE.

JREEMEBR., EHA FS 4 D OERRUERHMNE
BOEFEBETHD, AERIC, KEICH T HEEKMH
EHAERAY bT7—9 L LTRSS, HRNE
HETOEELABRTAARFSAVIEUNEDH S
nhTWd, ERELCOLSGTHERICENSC &
B, BN FI—0 B LTI LICERKRMR
EHETIVENDHD,
CNETICHARMCTIIEATEZS & 0EE
DT, DITIKBERERRT LA
(J-RBR/J-KDR) Z#EZFE L= (H Yokoyama, Clin.
Exp. Nephrol. 2012, H Yokoyama, Clin. Exp.
Nephrol. 2012 in press. H Sugiyama, Clin. Exp.
Nephrol. 2011), Chiz&k VY., HK4EEICEAL
TEERERFIREHBAENTREIZE 5T,

TRk 25 EEIL 1A BEICH T 5 BEBRER
REFHREOBEICET HRIMEHTHAE. 2E
EITHERBRATROBEROBRICET 2HE.
#AMRT7O—EDREEEBEREDTRICE
T HEIMEHBME. SHREEMEBICEL TIF
BICET AERSFD-HORIREREHAEE
HE LT,

(fREEA~DEE)

MEREEICHEAREEICSLT, BELM
BFOFHEs HEZES~OHE. &), B
FRBEREBESL (I RB) ~DHE - RFEEHBHC
EETERBOEHEE L=, IEOBIETITO L
A—ILEELRENH--BED. BHOFHREZE
BIHES5TEICLz, ThoDF oy oL, i
RTiE L, MEEE#HEZER] CTHAIICHE
FFHIELE L,

REMBEO-ODOEBARIZCENTEYEE
EWELTHEEIL. BMOEERVERICEYT
5kt (RBFD48 FX@EE 105 5, LT '8P
EE LS, ERFMORERVREILUIC
EROBBICEATHEE (FHK 18 EREEETR
%88 5, UT IMABREREE] LW5,), &
REBRECHTI2EYEREDERICEHTOIH
AEHRUHYERBEOEELERICHRITI=H4
FSAVICEDEVELGBELOFHRE (REX
BE~OHHE. KR 8T, R2ITET LI
E FEEEREMICEAL TR, E RS/ L &R
FERITHEICET SMEBEH (FR13E3 829
BXEfEd - EEHEE - BEEESE. FRL16

F£12H 28 B2HKIE. FR174E6 A 29 H—F
WIE) SR> T, MEMEEDE LITTo1=, +
PRAVIA—LFaAVEY FETOEIZX
ETHEEFE TERMEMmMM S DNA ZHH-REL =,
hodb FEERPAACEKERICETHEAN
HEAERIE. EREATREERLLEITL. EKEAT
EDH LN EANEINEREEENHEICEEL
1=

B. BIRAx
<lgh BESHE>

Dlgh BENBREFREFEOBEICET S
BiEEa/R— FBFZE (J-1GACS)

HEIZBERIZTHIZ A BEESHanT-
fEBI T, 10 ELLEDORTR EHZE CHEFT. 8T
BoEERS,

1 REFHMIE B (XBHEA S & UMmiE Cr @ 100%
# (HL. 20 BRi# TIL eGFR @ 50%jH) DES
TV RRA bET B,

Qlgh BIEIZHT 2RMEEMERTOA KN
IWRABEDEEICET 55 o4 LEHHEEAER

BERT IeABEEZH I, RER1.0-3.5
g/BMDME Cr 1.5mg/dl UTDEEENERE
LA (RS- X704 F/NLAGHRER EBE (R
T OA REMED) (2B Y 1+, —REEMER L.
—BREAHMEOETLER, BEMBNMROEE
E. RFTR (REA/REM) OEEE (BREKHM
Bfg) RE L, RERKRE 12 7BOBSRT, L
FMIEE% 2 HETHE L,

QleA BIEDERR - BRICEAT 2EHHFE

lgA BRED TERERMIERE] IZDOVWTOBRELE
EELZEThTWiELWED, 312 BE~ADT7 45—
FE3H &2, BABRBERIFZELY/NNTY vy
aAVRERELT,

@lgh BIEDAREEEFREDEEICET 5%
FIRE SR KIRIERAE

2002 E£ & Y 2004 F£FETH I FMIZSMES%
CEWTHEOBERIZEY IGABELEZH SO
- 18 LU EEREELE, BABREHE, BE
O3 BIDEHFENH D, BT FRA ¥ MMIMLE
Cr D 1.5 L ERPBEFRE. BIRMIT Y FRA >
EmmE Cr @ 2 b DMEBEREREBICED AR .
KEIBF®, =& LIERBITET S,

OBERICKLHVIERERN IgA BESZH RO
TG ORTLDEBEIZHIT-HER

BEBRBEENRE L, HEEE A1, HEHE
BE Ighl REESKR., HEEE A FEM lgA
=AW=, BERICKOHWEHT-% 1gABEZ
ROATFYUTORTLERET S,

CORFELABERERDE-OD |gh BEDEENE
SR @) = B

lgh BEBRFICXT HRATOA R/LREE
ATRRICH T DHEEEE 1gA1. 1gA-1g6 REESRK.




MIREE 1eA BEM lgA DRITEZTL. BRI
FOEILERELT B

<BFETHEABRBBERSHE>

®  HIREHEHAR

AR EHEMEL LT, EETHERKAET R
DRERFEIUVFRICEHAILIEETNR

(JRPGN-CS) . ANCA BEEIME X - SuEEITIHERDK
REROBERMENABROBEREZOENRLR
EHICEIT S2BERMRE (Reml T-JAV-RPEN) |
JKDR/JRBR % RPGN JEE 5| (D ER IR R R At R D 4 &
ElmLTWLS,

(MPO-ANCA BH:EME X DBERIMFI~DI Y'Y
E L OFEERE OTH =38R (MARPGN Study)

ANCA BEEmM & R EMAEMFREAICHTHI VY
EOBRIREABREER L TLV S,

@ GBM #fAZ! RPGN D EFIAE

RPN DEF Fi& - £ FROBEZBEHEL. 1
GBM HifAZ! RPGN DEZF—REAE (Fm 21, 22 F
E—RHFES 26 £FELTLD,

<BGAMARID—VYEERSHE>
OBEAR 7 O0—EEEE D R— BT (INSCS)
ERE 22 F 12 BIZGERIZER (416 F) H5E
TLTWS, SEIXFE/R24E12 BETIZT—4
INEMNSTET LI=5EH (57 HERIZH T3 396 2D —
RERD7O—EHERE) ITOOVTHEEL, &FR
[CBTERBEDERE FREZMBINT S,
QHAEHICET2HREBEEETEREZIZSIT
AR ARY —1 A2 ZEHEK (PLA2R) BTHUK
DRERLEBUHBEETILIIADESE
BEEEENERE L TEEMIZEEEINS
1 PLA2 SBAERELSNEREEEBED/NN14 <
—h—E LTERTEIREZRLE DI, B
HBEDREFXMEBET I LEEEHNIC. BEADE
FHEREBIETOBERDRTESL ., £ FPLAR +
FSUARVIZYIRDRICKBEEBTEETIL
T OADEEEIT o=,
QEMEEMEEETFDERE
BEMHEEEESIUREADOBRKERRIL.
PLA2R # & U HLA-DQ. DR $iJE5&EIEF D SNP % h
& LB FETETS.
@BHREEETEICRTIREA VIO T
1) % (HIGHNESS)
BREEMEBEICRT I ATy Y
SBEME (RCT) 2EWHIT 5,
OBRDEERIKARIFEILIEICH T BHAAR Y
OFXF—EZBEROEZRICEATIHE
m;&E suPAR ZBIE L. EIRARBKIKFEILLE
(FSGS) MINAAR—H—& LTODEEERET
5

<ZRUBRESHE>
@ FHEBIZEAT 5 QL AR
EXFEMEEZET S M HlExRIZQOLIET
NDEEFIDET I EFEBWICHE L=,
@ ADPKD 129 2 EhAREAR B A DEGER S BR
ADPKD IZBFR TAEDITETURIZED A
BHEDHEISLUVHA RSA~DREZEE
Mz, 42004, T2/ =), RIKERY

B, MEERE—XZFRHWABEEZ®RE L,
Q@ SZHRHUEENBEEELEZHZICKLISHHL
BE#E (JPKD LR B —FFE)

PKD fEIMD AR, Bikae - B, A6HE
EHIAEICHET S

@ ADPKD =&+ 2 EBETE

ADPKD [Zxi9 5 L= BHEZE (DRI) OHME®D
BRERU, NEIRES 5 ADPKD SEFIDIMERNK T
BEMNICRET 39 FORREITo 1=,
®OTILFARAT AR CT( MDCT) Ei & % ALV
ADPKD DEBERES LUV ERBEICET BEKME
BEHNBSLUEENLBERERLUBERS
HAIE A ZDHEILT 51012 MCT ZA L=
FTEABEGRSTI VO UEERT S,

®ADPKD [Z# 1+ 5 150-water PET #FHL\f-IM&
N R B REE B D& 5t

MF - BHEEEEHE D ADPKD BRI BT AMEN
BHIUVEBHOMEES 150-water PET ZHIVT
FEET B,

<EF - EKREGIHE>

DEHETEBRORAETE

BIRRE LR 1 —IZ 2007 LY 2013 F
5 BETIZESE I NIz 22,000 kY 20,913 %
HWHE L, SEE 65 UL BLUEEHBR (20
AR, 20 ®—65 MR DERERETDEE
FRIEIEEZBETLT-. SLICERICBITAEEKRRE
PRRLEAEBDESRELZERL -,

QLEEFT 47— hEDPCF—E R—Z EF
BALE-2EHREE

BABBESIEEHERRZOLETEEED

B9 5516 2EE. THUNCTHEMENTE
95 82 2EH. MNRERRFLTZENTEET
5 4 ZER., BRDRBEZSOHEERER
IZFRET % 794 ZEFOEET 1741 2EMEZXR
27 o— FREZTL. ETHEEEE. RHA
BIRTENS OERBIBEZT 1=,

<BEHTALSA4UEBRSHE>
HABHEFES CTHEITEELNETRD TTETY
RIZEDC CKD BEHA K5/ ) EEFHLT,
lgA BYE., 7 O—UEREE. 2FETHRERIK
BX. SREERBOIEBEOZENANA KSA4 Y
EERT %o

HBOE
T1.ﬁ%%%-i%(%ﬁ-ﬁ%$@%%ﬁﬁ
I

2. 2B GEEZE - ERK - REHRR) Lk
3. EFE Tk (RER - HRE - AERE) -
ERBUS= o

4. AE - SOHEXEK QR

<&EFHEHTFRIEE>
RIEM |gh BIEDY / LfEHT

BERT IABEELZH SN-BROENEE
C28RR2ERNRE LIz HRED 3 RZ(N_001,
N_025, T_001) IZDLvTIk, Affymetrix SNP Array
6.0 ZFHWNTSNP 24 ELT %17, &4/ LSE
HOEEENET oz, Tz, RRNDEEED
FUFEBEZEENRELTIV Y —LEBERZT



o2 RIEKRL—H T —THLNT-EFIELR
MBETANEY YT (FLIVEEMN 0.3-0.7,
1000 genome DB TOHEEM 1%UAT. 73 /BN
ERIBEBMEAD) 1T, g BEOFKEIZH
B AEEFER L. BAAIYVY—L DB ®
HGVD [CH TR ZEEDHEE L LB L 1=,

<BREL - RERASHEE>

A7 O0—EEGHOSEEERBEORRER
FD/ VI TFTHOIIHRGEEEZRAINT, SEHIC
BT5FEE - REEHEEL., FRARLIEED L
EHIT, BRI T2 EEMEREGRDOE
ENEMETIILOERSCIEIBEESRMAEZ AL
FEEETEARARBRBERADABAEEIORAREZT
otz Fl-. BERBHEZ AW -BEBEEN.
RYISHEZHERARDHETE, BEEEHIE
LTWABHIHERELT, SHIC. KEELEIEY/ LA
DEFZERIL., HFEOHLWVEEZEIKT S,
MATIPSHBEEZRWV-BEERZ2HET L0
IZHREBAEZBFER LE-BHE~DOSILEEZD
ML ERET LTz,

C. BIREBR

<lgh BESEE>

DOFTE E a7/k— bAFZE (J-1GACS)

TR 260E2HA18HRET. MEBEFESF-IEE
BREEZEL(RB) LI AMENTO Fa—IL

DARZBI-HEERIE 50 MR, ZERAEHIE 926 45

TH5.

1 REMEBEIEE THDIME Cr O 1.5 E5(F IEU R
HET2H (2%), FHEURIET1H (1%).
BUROBET 44 (6%), BEURVET 8 4

(29%) TH-1=, MFECr D 1.5 FLET Uk
KA PELEBRREARNY FRAERIZIT4HERBT

EEMNZEH SNt (Log-rank test, P<0.0001),
;5 Cr AERBED 2 5123 L-fEHIHE., b,
BURVEIZITES BT YRVETAHI(14%)
TH-oT1-,

2 REHMBIEE THDH. ERREMR[REHO0. 3g/
B (g/gCr) Rl L VKM EMR[FREH 0. 3g/
H (g/gCr) REMNDRILERIRMER 5 8. hpf K
WHIOHRERT . FRFNIEY X5 ET 38 451(84%)
& 20 5 (48%), HZFEY RV T 76 65l (72%)
E 43 (44%)., Y RIET 336 (55%) &
24 B (44%), BEYRIBETSH (19%) & 3
5l (13%) TH-o1z. EEHRERES L UVERKNE
BETVRRA U MELEREBEARY MRER
IZix., WFht 4 BEITEEEZEN RO O

(Log-rank test, #hFHh P< 0.0001 KLU
P<0.05),

@ORBEERATOA FNIILRAGRAEBEDEERA
HEE A ER

RiE/NLR RCT ORREFDS B, BEKRME
BREAB LUAER 12 ¥ BEBORFAROEMEA
ARETH =59  (RiE/ L REE 26 5], /)L
AEIEEE 33 ) ERRE LIz, BERMWEMRETR
L-fEHE, #EEEEREE HG) I TIE A E
14 f5ch 5 45 (36%). B & 16 f5leh 7 45 (44%) &
EEEZITGHo=AHGI LLETIZAZ 1365 8

5 (62%). BEE16 5k 145 (6%) SFEHICHE
E%#ZH- (p=0.001),

QlA BIENERE - BRICET 2EMMAE

BT — FTIE 184 R 5. 20 D 5B/
BEMNELNTF-, MERIZDOWLTIEEM - H L L
(LEBEFRMERD 5 KiFE/REF. BEARIIEBEMN
G~ (B)BLLLIFEBERZO0. 2 g/day LLTF/RHE
N, FhFEh6 » AR TEHK IERD-BAEZ
NFhDEMBEELTEIRETLNSEENRD
ZMh-oT=,

@lgh BIEDAREEL TR LEDOBEEICET 5%
FIRN S HEERKIREFAZE

2E 40 k& Y 1119 EFMNEEZSINI-FHAT.,
+ 7T —45 O o 1= 1082 FEHI % T L=,

BEEDFERBERFTHRE L 1= Cox bl Y —
KETFILTIE. BiE/SVLRICEELT/ALR 314

(P=0.025). #0O PSL2.01 (P=0.174). # L T#K
T7R%E 5.42 (K0.001) ONYF—FEETH-T=,

OBERICE S WIERIEN IgA BESZH RO
TGO RT LOEEIZME T -FFE

2E 12 ek, 5 Z R EIZAEHIZR 500 {5l % L@l
5671 P BEZREIN:- RET—2 ZEiTF TS,

COREAEEZERRD-O0 |gh BEDFEEHE
ST (A I 1= BRI E

2E 12 fEEkH 5 210 GEHI (B 8% B AZAEHI%k 250
) N&Z SNz, BET— 2 EHBITPTH D..

<BEETHERREBT RS>

D wiE =EHEHE

Rem!|T-JAV-RPGN &R 23 4EfE & V) fEI B8 %
BsA L. TRk 25 48 12 B 31 B T&4ERAEH] 326 51
THY. ZEFEZICEELE: (BEZFAEF 250
B, WE, BHRET—42. BHEBFROBENTZ
EHTWS,

JRPGN-CS (Z£% 29 451 51 0 ANCA 514 RPGN 25 51))
(X5 ERDOBBBREHEL TS,

JKDR/JRBR TRk 19-24 FE (& 5% X hf= RPGN
FE DG ERIFIERT R DM %17 o =, B8x 15, 297
f5lch 996 5. 6. 5%ASRPGN TdH Y. 55 60. 8%H\K
HRRE L THEARBREEEERBRKATRE
2 L. MPO-ANCA B&1% RPGN 49. 0%. PR3-ANCA [5i&
RPGN 2.5%. 1 GBM #7i{k%! RPGN 4.4%& 3 KET
55. 9% % HHT L VI=,

(@MPO-ANCA BEEMEXDBRIMF~DI V1)
EroamEROFIm =55 (MARPGN Study)

MARPGN study X3k 23 4 12 B3(< 58 4 (3%
E# 205, EHRER 200 OEHFHLETL, F
24 % 12 B CEBBEHNDBHNET L=, &
BLLT, SVIVEVEE - EREICLIEHRE
[ZEIFEOLTI=D. TVYEVESEDOEK
EEELLTRTAA FEEENADVEDIERN R
Shit=, Ff-. BHEEERICBTSRELIY
JEVIRSENTRINT,

(3GBM Hi{AZ! RPGN D EFAE

AEDHL GBM HifkZE! RPGN ([2HULVT. FD&KE
REIHTHA L (CEEMFREZBEERETE
100 fIEIT#%) . BFRIFIKAE L TRRTHDHZ &

(WEAED OB IEHE 80%) . fiRE ATk
LDOBEMAHD & (FRaHm, HEEEEE
BOFERR) ZBELMLT,



<BEAMRIO—UEERR>

OBARR 7 O—EEEEIR— AR (INSCS)

412 FlD 7 O —EIEIER R E LB I B
RENfTON-, EHBEFTOBERTIE. BNEL
A IO—CEREZ2MALRNIZESERIZE
LHEFINE VD, BREELFV ENER SN,
BRUEBEITEAEICRIGT 2DICHREAMY., 6
AT ATGUHAERLEMN-T=A., 1 FRIZH
WTH T0ULAIERE LGN, FSGS (LB H
WTIEEARTHD I E VDS, HhHAETIE 1
FT N ELERICEY ., ABERIGHETHERN
Eﬁ?F%OT:o

H25 EEIL, EEAICERICELHMEHEITL
Tzo ZTOHEE. MCNS AATZEBFEL . XUV T FSGS,
FORIZIN EWSERICHE -, =1L, 258
BIEFETIEMN & FSGS NEMEXIZIZREZE L4 -
—CL\T:O

QEMNEICHEITIEREESEBEEREIZET
SRR N—F A2 Z2HE (PLA2R) BHEHIA
DRERLEUHBTEETILIDADESE

BARABRMEESBESRE OH PLAR BEHA
REXRL, BRAEAESA—rEREELLTEE
LI=5E8 Tl 49% ., HEK293 R CERAEIL -1 O
YEF 2k PLAR ZHERELTHEELEZBAEE
UNTH o1 (n=102), BARANIZET+5H1 PLAR
PABERIEHFAMICETEIMERZRI Z &
MNELMNELEST=,

Ff-bE FPLA2RZAR FH 4 MEEMIZHIRT S
FSURDIZwOIORADERIZEIIL., 5%
RSB DR B F ORRBEICM (T - &8
Y—ILHEFEI NI,

QEMEEEEEGTFDER

#ET 90 51D INN EB& 5 DNA Z3RHR LARHT L
-0 BEE 25> TILT 1,346 @ SNV ANFEDH S
n, T0O56 13 TFHREETH 1=, ChiBH
HMEEDSE, 6 hERIZ 9292 TILT 10%LLED
MEZALTWE, BRAAEHIZR IV
case-control study TBI¥ROD rs2187668 IZHEZE
[FEBEOHENEMN>T=, FBLLD(R*=0.33-0.75) I1=H
HEHO NP THEENZEHLNT-,

@ORREEESEBEICRTIREA SO T
1) &% (HIGHNESS)

12 R THEZEESODRZBELETHERMNEA
S, CNETIZAEFLAZFESIATLNS, BE
&, ZHEZFhiE L. 7O IV ZEREDTHD,
?"Ggﬁ‘ﬁéhf:ﬁﬂl:oL\’Cli%ﬁ%’&.iﬁ L
TW5,

ORRDEERKEFEILIEICS T HEER Y
AX—tv2BEROEZEICETIHE

FSGS B LUV ZDMOBEREFMSMFS LU
FRZEEEEIL. suPAR # ELISA THIEL. FOEEK
MEZEICOEMT L=, ME suPAR JEEIL eGFR
EHWHEEERL-, ERBHEEDRBKAKERSE
IZBVWTEBREMICSPAR EEDEIEO o
M ot=, ;& suPAR fE(X. FSGS & MCD %8513 %
OICERGEY—h—EIEXEZALGWEHER L,

<ZHHUBRESHR>
@ RFEMRICEEY 5 QL RE

XRELSAF., 3 bO—)LEEST HlOEBEIER
TLf-, & QL AETIZ. @K QL
(p=0.0018). AF4FErY Q0L (p<0.0001) & & IZRF
EREENAKRELLEDHE WL AEEITET LT,

@ ADPKD (%19 % ENARZEFE B ik D BE PR S BR

5 Fl&fllcRLIHITTE-, BIFEE. HE
3@3#& REERRE AR 5 ik 3B TEBRIZIET L

@ LHRUENTEELEBFICLSSHHLE
F®E (J-PKD LR B —8FFE)

FErh il 52 . AHHETIXFFZERIE 230 4]
(91.3%) . AxShARSEE 47 51 (19.1%) IZE8B&H1=, F
¥ E 126. 1/77. 4mmHg., 5 s-Cr1. 70mg/d|. F
5 eGFR49. 3m| /min/1. 73 m ., BT 1503. 6m|
—G&OT:O
@ ADPKD =&+ B ERHE

FEREICH L TIEBERIZE>TEZROH
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