ERRA 1g/day LLTFIZREA LEWNGEE ] IT8#A
MR 70—t ERBEEESN, *T7O0—FER
BOS55, #AMRJO—EEZETHLD[ELK
D10%EHMESNTND, CORABERTO—F
FEIRBED S 5. 40%AEEBETHY . 20%0E
RRIKABEILETH S, < DFAEIKXIEF 60 FH
DERL b FITHRE L REM R D O—EERE

(FEEEAE 1008 65, RARIRIKEEILIE 278 1)

LR LTTo7— bREZITV. TR IBEET
AIRERIR Y BEMEREZ TV, BFREFARLD
THd. URFERATELGL) - -REIHZETHAE
MNABEEL G -IRATIE, RBLELZ-TLSH
BRELHY. HELHRESDETHD.

SE15E5YICEFABRZ2OBREHRE L
DA M)—ZFERALT. BAERFSOHHZES
T2ETR 7 O—EERBESFZAIAES(CRE
THIEITEY., TOERELEEL. BEDEE
DENEZHERT S EEHMET D,

B. BIRAE

HABRBRFZFEDERFERLELODA M —/BE
BLOA M) —2FRALERREFICE DR
R 7 O—EEEHEEFDORIRE I5R— AR
& LT JNSCS 47> 7=,

1) W&

ARERSMER CHBRERRICHTZICBH S
fz. FT7O—EERBLEIEHICED IDMMESE
EELTERER OO —EEREENRE L,

2) BRyVEE

1) ZRER T O—EEER FERBESE. SLE
HREODBRRBICL A RT7O0—E, 7304 F—
A, BHE. MREEBIZLDIBESE., FLI1L
RIZLBEREE. ANCABIEE £, HIVEEREX) .
2) AVIr—LERavEU FEEBLONEGVESE

) ARVIDES

() BEDRHTEREE

ATAA K, 2704 K- ML RAEBETOREE
REERE, FEeEMRIEE (18, 258)

B - EBHICOVWTIILUTOESITEERZT S,
LB FREBDE%
TELERE1R REQ 1g/dayXRiF MET
JLT =22 3.0g/dl LLE
TR2ERZIIE RER
3. bg/day K

e REHS3.bg/day LlE MEFILITZY
& 3. 0g/dL k&

BHE STLEfICE- =%, REQM lg/day &
B2 TEHRLTHRE LSS

1g/day Ll E

37

(2) 2704 F+RENMHERETORTLER
HER TREERIER (FRLEH1E, 2
i)

(3) BHEETOI PRS2 M WFEILT
FoUED 2 FiE. BIWEA. BBIE)

(4) T

4 ForhLA

(1) FEHEER T O—EEREEEE OREHEBA]
DVE, SETERFER, £fFR

(2) EFMEF T O—EERREEE ORERRH
BERRIGE E2EHF. TTEE/H. B3
(3) EHEMERTO—EERBEEZEOAGHE
(4) 2704 F, RENHRERECLDEMER

5 BERESIH

300 5
BARICEWTREYT SREREER 7 O—EEH

DFRELGRY EHOERZEEET.

6) E&HM
20005 1A1B&Y, 20104 12 A 31 B,
BPEAR  RREHREROE, 20016 12 A 31 .,

o

e %%ﬂfﬁ 7 E

1) HEtfEM

FRI VRSV FDMERRBRIERE
Kaplan-Meier BHEIZ &k > TEHT %, . Fh
FROI L KRA 2 FOBERMTBIRF%. Cox
EFINF— FETILEOEFBTNFEZAN
TRET %, LEO#HKETAENTIE. STATA, SPSS &
DN r—CERNTIT S,

8) BEREF. JARBIRES. TOHRBBMICIET S
F—AIEE

(1) BEFEFH. (2 mH EEER]. Q) FE
SEDEEER]. 4) #EERFLHB[. 6G) M2H.
6) BE. (1) AE. 8) FENEHEE. 9 m
E. (10) MFHLRZER. (1) MFEFILT I E.
(12) REBE. (13) MmFR. (14) mEILF7F
—{E. (15) BUN., (16) NnESOEE. (1)
mEFEHRILRTFE—)LE, (18) LDLaLRFA—
JUE. (19) HDL a3 LRFR—JL, (20) hiERgHs
(21) HbAlc @ 21 IEE TH 5. ic&lE 2 BREFI#
DFATURERDHD,

(REE~OERR)

AR TERRAE] 1TH=0. BERIER
ZEATHEFNZN O, TOEEICEWNTIE
BERDEEZRORZENDETHY ., TDE=OIC
[%. HEEESXIE IRB (Internal Review Board,
HEBEFER)ITKIERRBEZVELT D, KM
FIIAAEBFESDHEZESTRIESINT-,



AHMEIL. BAENAZ—UTHEL TEREHRRE]
THAN, FIMEHETHY .. BERERZHEH
T56H. EE~NOHRICETLHBAEEEDE
E%E!;é BEBRBALSA M) —~03M
DR (A I7+—LFavtr ) ERAHE~
DSMOFERE (A I7+r—LFavtr k) ik
EThb. BiEFEDmEZEST JKDR & JNSCS
D—EREZEBD EARBEINNIK, REIZE
LTlE— *EI—JE\:E)_I bf&‘téo

BEZER—LR—DLETEH, (1) HARMNER
SNTWEZ L, (2) BRADSMESRE LT

%, Ff-. BEIZEIBTEFESF LI UVREEDHR—
LR—=UET, (1) RAENERESNA TS &
E. (2) KEADSMBEERLALDEHAINTINS,

BEAFROE Y FELIZDNT

BRI EREF R BEHAB S €. SR
RELTHEL. BRERBERELOA N — (JKDR)
[ZEEAT B, SEIINSCS T—a o2 —[ZR&ES
NBHEHICIT, B=ELNERE. BEERETED
LORFEFENTELT. ERfEShD,

C. BIEHR

1) BHEEOR—XSAT—4

FTHEER & U Bt a =396 L2 ND—RERT7O—
EREERZHBRINEE L, BN ELERT7O—
CREIEEE (165 5l (41.6%)) ELIEMERE (158 45l
(39.9%) DEENEL . RICHEENEL>1z0D
MER S EITERIRIATEILIE (38 5] (9.6%)) TH
U, LEEEEENALED LI EEFEDHT-(F 1),
SEEDSL, BIBRERTOA FEHBLIER
EHHZEARE S - EFAY 359 1 (90.7%) T
Hot-, BIEELE LT, RENFEEIOHRE
EMNEFEIZHVEL INSCS DEFETHD (R 1),

1

JINSCS B %8 E DRER S8
REBAORAT O - RENFEDRSE

FSGSEL TRREN T - Alport FE IR B 1 PIA RS SN =18 20128 RBFRISHITD
BRAEMNKITI6HTT,

ARTOA - RN 3
-] "

E37N
A(%)

A (%) A (%)

BNEER A TO—BERE (MCNS) 165(41.6) 162(982) 3(1.8)
BEBE (MN) 158 (39.9) 136 (86.1) 22(13.9)
SR HPERBRISE{LEE (FSGS) 38(9.6) 385(92.1) 3(7.9)
IBARE 15(3.8) 12(80.0)  3(20.0)
MR R BRI A 0E, MR 9(23) 7(778) 2(222)
AP LIGTEME AR T RGEIARE) 7(1.8) 4(57.1) 3(429)
H A KR R R BR IR 5 2(05  1(500) 1(50.0)
ERMAEARIRAEE 5 2(05)  2(100.0)  0(0.0)
=i 396 (100.0) 359 (90.7) 37(9.3)

RRfE (25% - 75%)

mMEFFEAENERGHREICHY . BREDIE
BHEOLDONEN o= (F2a-b), LAMALEDR
5. FSGS 2B TIE, BHEEAHRIET Cr 1.17

38

mg/dL & PPETFTLTUL =, REABK. HUMNEEL
Bl 7 O—EEEES. 8g/day BB IE 4. 6g/day.
BROETMERIRATEILSE 7. Tg/day LEMEBET
DIFVMERIZH o 7=,

& 2a SREGIREREE (55 LIEBERE)

N—RSAUEORR

R=ZF{UHR 3 i
AFOAF RENMEOBAE (AN 162(98.2) 136 (86.1) 35 (92.1) 26 (74.3)
REHE (AL 301.8) 22 (139) 3(1.9) 9(257)
£ (®) 42(26-61)  66(59-75) = 62(28-73)  58(45-71)  0(0.0)
B (AG) 95 (57.6) 85(53.8) 25 (65.8) 20 (57.1) 0(0.0)
2E (AO) 153 (92.7) 132 (85.2) 36 (94.7) 25 (71.4) 3(0.8)
BMI (kg/m) 23943 236436 23438 230+35  12(30)
IRHEMAE (mmHg) 120%16 128£19 134217 13515 8(20)
MBMATE (mmHg) 7311 7513 80+13 7811 8(20)
Cr (mg/dL) 0.87 (0.68-1.20) 0.86 (0.70-1.14) 1.17 (0.93-1.74) 1.06 (0.79-1.65) 0 (0.0}
BUN (mg/dL) 15 (11-26) 15(12-18)  23(16-31) 15(11-23)  0(0.0)
TP (g/dL) 44207 49+08 4508 53+07 401.0)
Al (g/dL) 17£08 21£06 19507 25£04 2(05)
£ ) 40512 307 355124 287+78 55(13.9)
il 27 187464 119(300)
L. 75 63 §82:25 132(33.2)
4 (1 186 (128-2 4101 147 (114-238) 83(209)
55+13 4505 53:1.0 53%05  155(39.0)
14220 125420 13.1%21 1I+24  14(35)

Fg£8SD, FRE (25%-75%)

R 2b SBEMGIRERER (H5VLIEEERE)

N—ZXFAVEDFR

R=RSAUBR e
AFOAF - REMPTDBBEF (L) 162(98.2) 136 (86.1) 35(92.1) 26 (74.3)
BEREF (AL 3(1.8) 22(13.9) 3(1.9) 8 (25.7)
REdEE — &) 44 (21.7) 24(15.3) 5(13.2) 40114 7(1.8)
=N 30 (18.9) 14 (8.9) 4(10.5) 4(11.4)
1+ (%) 26(16.4) 43(274) 8(23.7) 3(86)
2+(%) 41 (25.8) 51(325) 14 (36.8) s(17.1)
3+(%) 18 (10.1) 25(15.9) 8(15.8) 18 (51.4)
m 2013) 000) 0(00) 000
RESEENE — N 2(1.3) 0(0.0) 0(0.0) 0(0.0) 6(1.5)
20 0 (0.0) 0{0.0) 0(0.0) 0{(0.0)
1+(%) 3(1.9) 9(5.7) 0(0.0) 1(29)
2+ (%) 5(3.1) 19 (12.1) 2(53) 401148
3+ (W) 71(44.4) 83 (52.9) 16 (42.1) 20 (57.1)
4+ (%) 79 (49.4) 46 (29.3) 20 (52.8) 10 (28.8)
IBRER /B 8.3(4.2-100) 4.6(30-64) 60(42-88) 5.1(3.1-69) 89(224)
REB/Crit 75(5.1-11.0) 5.1(34-96) 6.8(43-108) 58(50-83) 55(13.9)

1BREE (or REABCrit) 7.1 (45-10.3) 46(3.1-64) 60(42-88) 5.1(35-78) 0(00)

F+SD, thRfE (25%-75%)

VERE L L TRENMGBRERMIBER 1 » ALRA
[ZREINEERIE, BPNELEERTO—EER
B, BEMEE. BEROEHERRAEILLE. T0OM
DEEBICENT. EOTL K=y oA 98%, 86%,
92%, 4% THo1=. KEFMHT. FEEATFILT
LR=yBa A 200 THRESN TV, —A.
O ORRY UREERGF, MNELERERTO—E
FEIREETIEC (15%), [BHMEES L CRKSEME
HRIRAEEILE (39%., 40%) TEM o7z (F3I).

%3 RENFHEERKRE 1 y AULROEITEE
AT 04 FES L UKREINHZE



R—25(#1r AURDOATOAR - REINHIE

MCNS MN FSGS tot WPl

NAIIUER 165A 1564 0A i D
AFOAF-ZEMBMBORNEES (AR)  162(982)  136(86.1)  35(821)  26(74.3)

BERE (AO) 3(18) 22(133) 3(1.8) 9(25.7)

g#oO7uF=yas (A6 162(982)  138(861) ~ 35(82.1) 26(743) 2(05)
WEAFLILEZY R (AG) 47(285)  25(159)  10(263) 13(37.)  2(0%)
#0U90RX773F (AG) 1(08) 2(1.3) 0{00) 1(289) 2(05)
HELaRRT7IF (AW) 0(0.0) 4(28) 0{00) 2(s7) 2(05)
LIRRRYY (AG) 24(145)  61(38%)  15(385) (L) 2(05)
STYES (AB) 3(18) 10(64) 0{00) 1(29) 2(05)
F90ULR (AG) 1(08) 108) 0{0.0) 0(00) 2(05)
Tk (AL 1(08) 0(00) 0(0.0) 0(00) 2(05)
YyEHY (ML) 3(1.8) 0(0.0) 1(26) 0(0.0) 2(05)

2) REBOESZRIZDOINT

FRL 25 EEIL, BRHMPRIE28 » A (5EH
0.2-55.5 v B) OB R ETOREMZRETLT—4
BEE LT,

MNERERT O—EEREE, 1 ARLAIC
75%.2 A LIRIZ 85% A T2 BREICE > 1= (1),
6 MATIE 8N TELERT M, 1 FE-TD
EEITEEF LG, BEUHBET2NMALA
[CELERICEDDEFHLITNTHo=. 6 1A
T2I%THY. 1 FTH ST EGA o7z, FSES
[T EELERICEDSOMN. 1 MA 21%.2 1A 32%.
6 MA 469 THoT=. 1 FRIZ SN TLERIC
EY, BUHEBEELYIFEONCELERICESLHH,
1| FRIZFERABEDERRICESENRINT.

TE2ERZ | & (UP<1.0g/B) IZE > T=fEHI
F. PNEEERTO—EERETE, 1HAT
80.9%. 2MMAT87.8%. 6 MAT94.9%. 12/ AH
TIT. 4T H o= REBETIE I A A T 14. 0%,
2MAT24.3%. 6 MA T 46.6%. 120 AT70.1%
THhol=. BRDEMERKEELETE, 1A
T 31.6%. 2MmAT50.0%., 6 MAT63 1%, 12
MAT69.2%TdH 7=,

1 RAFELERE || B LUSLERE
TobhL FEEBERIE-TLEH
RN bR 28.04 B (18453 {122.8-36.0) [#EFH0.2-55.5]

TRLWEIR TLWR
(RER<35¢/H) (REB<03g/8)
-] k-]
Z8 £§
23 2
i i
Y 28
32 22
2§ 28
£ g
(8] o
0 & 12 24 36 0 6 12 24 36
Observational period (month) Observational period (month)
Number at risk Number at risk.
MCNS 143 3 1 MCNS 163 17 11 5
FSGS 34 7 5 FSGS 38 18 13 1

MN 158 100 61
Others 35 26 19

0
4
6
3

MN 109 24 12
Others 27 6 5

TELEM || B (UP<3.5g/B) ICE > F=fEHIIE.
BMNERBERTO—EERETE, 1NAT
88.8 %. 2MATI94.4%, 6 MATIT. %%, 12

39

AT9.3%TH o= EHETAETIX. 1 HhH T43. 5%,
2MHATH56.7%.6 MATT74.2%. 12 WA T 87. 1%
THhoT=. BRADEMERKAEILETIE. 1 A
T47.1%. 2/M"AT61.8%., 6 ™mMATT5. 2%, 12
MNETB82I/UTH-T=,

3) HREBMAKRTODTV FAL

SEEERICESEMIZHSITE21g/BORE
HOBHREL, RENHEEMBEZIEDEAT.,
MNEER R T O—EEREEL 44%, BREBET
16%. BRDEEARRAELET M TH - (K
2)e WIFhDEBIZHEWNTH, RLEREICER
TEAEFINZHEET 2EN TSI,

mEFEI L7F=oD 1.5 A, MR R
TO—CEERETHF (3%, EEBET 1546

(10%) . BRRDEIEARBREEILET 445 (11%),
ZDHT 1045 (29%) BHENT=(E2),

2 ELRREBORWERELSLIUVmMBEI LT
F=—2 1.5 {E®

T oML BREREB>1.0)ECH.5EE
FRERNAR R {i28.04 B (P94 4222.8-36.0) [§EEH0.2-55.5]

BRREBE>10) Cri st/ RMBEFE
i i
5 i MCNS - ! MCNS
i FSGS 054 i FSGS
£5 ] MN 5 i MN
gg il Others 2 % 0471 —— Others
s i a2 o3l
23 " 25
L} i Ec o2
g8 i ES .
o [ o [E
1 00 :_,—J_'—
0 6 12 24 36 0 6 12 24 36
Observational period (month) Observational period (month)
Number at risk Number at
MCNS 163 115 72 MCNS 165 141 114
FSGS 38 27 24 FSGS 38 3 29
MN 158 127 100 MN 158 119 99
Others 35 23 22 Others 35 26 19

MNEERR T O—EEEREFICES T T4
(4.2%) DETMNBEHBN, TD S5 6 Fl[TREE
EICE DT TH o= RMEBAEIZEH LT 8 45 (5%)
DETHID S5 4 GINEHEES. 3HINREET
R LT, FEAEDEETREMFEEN
TONTVSMNELLERD O—EEREICS
WT, BREREFHTOIENEETHHIENT
mEhnt= (&4,

BNEERER T O—EEEREICS T T4
(4.2%) DOETHBOHLN., TD S5 6 FllTREE
EICE DT TH o= EEBAEIZEH LT 8 4 (5%)
DETHID S5 4 BINBHEES. 3 HINERREET
RLELTL =, FEAEDEETRENFEREN
TONTWAHM/NERE R T O—EEEREICE
WT. BEEREFHITHIENEETHIENT
mahi=(&4D.

R4 RTCFEODEOHDT I AL



ToMAL:ZDM

MCNS MN FSGS  TOoft
TobAL HRENL) 165A  IS8A 3TA  35A

FRENVITRES <35 (AG) R—=RSAREHZ3S5(313) 143(100.0) 94(86.2) 28(824) 23(852)
FRERFITRES <1.0) (A R—2SAVRBMEAZ1.0(388) 157(96.9) 109(70.8) 27 (71.1) 24 (708)
RERMRES <03) (AM) R=AS(VREH 203 (394) 154(94.5) 96(60.8) 25(658) 19 (54.3)
WRORFES>1.0) (AN R=RS/UREHZ03{395) 62(38.0) 21(133) 9(237) 4(114)
Cri 5B/ RMBFE (MG (396) 5(3.0) 15(9.5) 4(105) 10(28.8)
Cr2fE{e/EMBTE (AN)

(398) 3(1.8) 9(5.7) 2(53) 9(257)

EEBTFL (AN (396) 1(0.8) 2(1.3)  1(28) 5(143)
R (AW (296) 742 8GN 1(28) 0(00)

.23 6 3 1

EEES 0 4 0
ARDBMEBETSBRIE (A (396) 8(49) 95n 329 207
ARDSEET IPMERMRE (AN (396) 2(1.2) 2(13) 1(28) 0(0.0)
AENBEETSOEE (AM) (206) 0(00) 00 0(00) 0(00)
ARNMEET SREMEES (AG) (396) 0(00) 1(06) 0(00) 0(00)
ARNMEETIRHMATES (A0 (396) 0(00) 00 0(00) 0(0D)
BEFCHTIFRAROM (LA A-ISIURAMERFRRLEIE) 23(147) 35(235) 9(243) 3(94)
| RBTOBT (A (396) 0(0.0) 1(08) 0(00) 0(00)
SHALEERRMDBE (AW (208) 0(0.0) 108 1{28) 0(00)
BEEROBE AW (398) 44) 532 1028 0(0)

Tk 25 FERK. BUNELEE R T O—EERE
DREFEFEICOVTHFTZMA Tz, 2T
6/165 (3.6%) MDIETERTH>1=A. 65 mLEIS
B2 & 5/39(12.8%) . 70 mAEf=& 4/29(13. 8%)
EWNELLEOBHETCIECORKREAKRE
CERTHEMNHBALT,

Rk 25 FEIK. SoICUTORTEIT o=,

4) RENHEEEREZHET S0IETLR
HMERET 51-ODEN

AT 04 FEREEARTBOZEEH TOER
850, WOMRBRINTWSH, HETFEMA
B E > TEEHINZIETURIZE DY
TWEWL, FLLEOEZDZMBEEITHATSH
%, 0. RENFIEEEREZHET S2DICHE
UGBS ERET 710, INSCS [C&EEFShi-—
REFRTO—EEBRBFEBREEDS B, AEIFIEZL
EAL. AERRFICRERDN 3. 5g/HULEHY .
PERFABRENEE SN T LR 281 61 (3%
INEEREI R D O—EEIREE 134 5l FEMEBE 98
Il BAR S B ME SR BRAATE AR GE 30 5], 2 D4tk 19 451)
AR E LT,

T rOLEAELERE || B (REB 3.5¢/
BER# EL.BBTORBEREZHEHLZ (R
5), REINGEREFEAR 1 EHFICH T R0
—CHEEFH LRIILDOREEDFGEDBNEL
B O—CEERET 0% BETES L UVEKS
B RIKIKEILIET 159 TH oo FTELERE ||
BORBRERZHO6IZRT,

HBNT, PRET28MALNRBLIZERATH
SSeBEM || BIE >R 261 41(92. 9%) =B&
&9 58iTEITo1-, REEMREL. HI3DR
BEREOONICRERE Lz, TT2EE || B
EHDICEL-FHEIERA4ICRLT=,

BEFMICE, I0%DEBATTELEER || BZED
DIZET HHMIE, MNELE T O—EEREE
T29 H. BEMHEET 207 B, BRI EMERIREK
EILFET 66 HTH o= F1=. ISWDERIHT5E

40

LERE || BEHDICET HHMIE. BNEL
A 7O—EEERF T ARMEBET 2428,
ER S EEARBRAELET 207 BTH o 1=

D. &%

JINSCS (2% & %10 B 4Z 300 5l & £ [E 5 396 A
BixSn =, INSCS [F/NELE R T O—EEIE
BommEadrs—FLTIIHERK, EEEED
aR— b ELTIEERNZRKRTH D,

INSCS (£, HAED R 7 O—EEREDFER
ROEBREZOTRLIZ, FEBEILITHEER
ISHEIZEAZY., HEOHRELERUEL ST, HUMNE
3 REMNFELER || HORWAE

AL BRI (FREE <3.5)DRIEFAEE

FE HBEM(E)  REERE
MCD 28 0.896 (89.6%)
29 0.903 (90.3%)

FRLWHNEORFRAEE
58 0.948 (94.8%)

e r— 59 0.955 (95.5%)
= > 600*  1.000 (100.0%)
‘2’§ MN 207  0.815 (88.9%)
Zc 211 0.825 (90.2%)
E H 242 0.861 (94.0%)
3 327 0.871 (95.2%)
22 1198*  0.917 (100.0%)
gg‘ FSGS 66 0.775 (89.6%)
38 MCNS (N = 134) 207 0.820 (94.8%)
- ’:‘S"ég&gfgo) 220 0.865 (100.0%)
e (N = 19) 1122*  0.865 (100.0%)
e Others 26  0.684 (81.2%)
0 6 12 18 24 30 36 30 079 (93.8%)
Observational period (month) 60 0.842 (100.0%)

*  0.842 (100.0%)

*Longest observational period

4 HERNOFTEERE || BFETORHE
NTTEEARIIBL & Chfal

L WRIRCES22616(92.9%) DA FEL AR F TORF Y

MCD (N = 134)
MN (N = 86)

FSGS (N = 25)
Others (N = 16)

A 134 86 25 16
FREFWRIEETORM(E)

hR@ 8 30 25 14
90% 29 207 66 30
95% 59 242
Max 600 741
FREWRIEORAER
308 90.3% 51.2% 64.0% 93.8%

61H 95.5% 66.3% 84.0% 100.0%
1218 97.0% 76.5% 92.0% 100.0%
1838 97.8% 84.9% 92.0% 100.0%
3658 99.3% 97.7% 100.0% 100.0%

3 6 12 24

02505 1
Time to incomplete remission type |l (month)

LB R O—EEREDS < DEFN1TMALIA
[HREICRIE L., 159N ELBEREICE > 1=,

LA L. BEHEE L 2R EERKABEILED
BHOAERGEIIEL., 1 NETRELERICE
B DILEEEE 5%, BiKHETMERBRIARELEE 21%
ThHoTzo CNETORELELGY ., BRSEE
RERATEILEEX 2 » ALUAORHICRIET S AEH]
M3t HDENTHDT=,

HAMR IO —EEEREHEOEETHHO6MNAT
TEHREENIgRETHIFITLER | B2 LUV
REERICELREFE. MNELERTO—EE
e, EMEE. ERSETERRAEILET. £
NEN 95%, 47%. 63%THo>1zo MPNELERT



O—EEFREXIZTEAEQEFIEBRICRIE L
fzo LAVL., BEEBEE SN LMAREET ., 50%
FEEAMR T O—EEEBEEEE SN, BRS
EIMEREBRAEILED 6 NADERRIIINETH
SMTIH Ao =A, 6%AGAREIZKE L. A
R O—EEEHEOERICHET SEHRINE
MHEEBELYELBENI LRSI,

BNEREL, BRIOICIINTELEEREIZCES
=M, HEROEF THELRDH Nz, FRK
REICEDETCENS ., BREESIUVBERZ
HT HAEEBROBENDETHDI I EEZLN
%o

EMEEDTEERIE. 1ETT0%, 2FET 78%
TdH o1z, Planco 5 DEE TIlE. ACE BHEZRE LIS
FEELGVESEERE (FYRER=E
7.4g/day (3.5-32.6)) T. ERLAMTHE 14.7 H
ATEE£ERICELDIE15%9THY (JASN 2010) .
BEESZIT- INSCS DEE & B L TERERILIZ
BEMITEL, HHAEE, BEEBEICHLTELD
EFITESICEIERERTOA FEM, £/-E>
8RR DHRAIZKDEENTHONEMN., TD
BENTREEIND, L. DAEDWNEE
DREBNEY 4. b5g/day DWW ERLERT
HOFBEENH D, BHRENETLZEEL. E
HEE. RRDEERREELE. TOMHOEE
T < .50%LL EiniE Cr {EA LR L= EBE (L. 10%.
1%, 29%&Y . BEEBEEFENBVEERETHD
CEMNREREINT,

TR 25 FECE, AREICRET 5FE TOEM
EREACENT Lz, BE. KBOZHEEH T
7 A—EERBEORRENREEREAEICED
Y —RICEREEINTWNS, SEOEFTHEREND
(. RENGEEERECELTERI0—EE
BEHEORERERZH T IRUANELRINEL
EABD. Tz, EORBREDOREERR 90%HD
WM& 95%) ZRAVERENIZDOER (SEinFl
BEN D ORIRH 5 VDO EBHIAEADY]
UEBZR) IT&-2TEBDLDEEZ D,

E. &R

JINSCS [Z1Z 396 FID 4 7 O —EEEHEENE
fRsh., hR{E 28 » HOEHAITHIIz, D
R MUNELERERTO—EEREL I ABURA
IZL2BRICEDZEFNNZ VN, BEELFINI
ENHERINT, BICEEREFICBVTIE, BREAE
[CHESTETENDHELLCENT ENEELEIN, B
HEEIXAEBICRETHDICEHEENIANY., 6 4
BTIZATWLAER LN oA, 1 ERIZEWN
THINLMERE LG, >, FSGS (XBAMZH LY
TIEHEAETHD I EWVWDONDA, HhAETIE &
TOMMNZELERICEY ., AERIGHEIILENE
WFTH-oT=.
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BEEREICKYARERIZRGT HEBMNEL S Z
EhG, BE—BTHIAREEREDEENDRE
LOABRETHB EEZONT=,

2. BAEHICBIT AR EBEMBEREICHBITS
HARRRU/—E A2 2R (PLAR) BEEH&ED
BEELIEEBETETILIIORADEE

A. BIRE®

EREEEBEDORERREFBETH =A% 2009
FlZ Salant B2k Y. RFEYA FMZRET Bk
AR I— A2 /K (PLA2R) #IEE LT,
EEEhD gt BERAPEIELRRETHSH
EDERE S - Beck et al. 2009),

PLPLAR LA SR ERETED /NI A< —75
—¢ELTHEATEDREZAIS L LB, EHE
EDREEHBBET H-HICUTORE 21T o1,
1. BROEBERMEEMBETOBMEERRE,

2. ERPLARFS VRS IZWHTIRIZELD
EMBEETILYIADIEE,

B. MIRAE

LhPLAZR B ERHET 5=HICHWLNS Y
a2V EF > bk hPLAZR (rhPLAZ2R) MER&EL%R & L T,
KIBEHIEZK. Wheat germcel |-free recombinant
protein synthesis system (/NEFRIRR). b +
EEMERER (HEK293 #iRE) #EE£& LT, =
NETOFHRERICEVT, TE M—THEET
5LEEREINTVSE LT FILRTF K CRiFHLIEE
M5 4 Lectin C KA VETICHHT S
rhPLA2R (21-663aa) &5 K UHERES KA 1 V2 RIZ
tH¥59 % rhPLA2R (21-1397aa) # Histag R &4
NOBE LTHRBRIELER. BELEICHT S
HEMENFEEHEN 7= HEK293 iR Z AL THIE
17z rhPLAZR (21-1397aa) =[G R FEARE
&ELTHW:,

ErREAESAE—FELT

rhPLA2R (21-1397aa) -Histag ¥R & L THUL
Western blot system ##ZEL. I-MN, S-MN, %
DHBIESRE. BLUBEAOCMEEZRNT, i
hPLAZR BEEHADKRHE 8 A1z, BH. [-IN &
EOMREIIBATEXREMERRS LUERREKX
PRNERRTED NG 1M B250BREKER
L=,

ZRAKELTE g6 TS REBEMT IR
E/ 7 8—FIILtkER Lz Western blot
system & & TN ELISA system ##8EL . |-MN 2
DM PLAR EY T U S RITDODNWTHRT,



BRI & D REHEHLES L URLED
PLAZR, 5 . DTTICE AR RILT 4 FiEE
MIBE & UVRMLED PLAR ZHiE & L1= Western
blot sysytemIZ& Y., PRILT 4 FEEIZZES
Nf=IARITE b—=TIxd 5EEHFKHNPLAR 1
EOFEAEICDONWTHAR =,

FHEMBEETIVLN IR EHILT 5EMT,
BL6 Z< ™ XIZE b PLA2RcDNA. IRESEZHIE LU
GFP cDNA % Nephrin promoter T K44 FEFE
BIZE FPLARRZHEBESE- SR YD)

(TG) ¥ ORZEEH L. REKIKIZHLIT hPLAZR
FZGFPAFEMICRBELTLWAERTgYVR
B LEA S L 1=,

C. MEER
ErRKAESAE—rEFREE LT, £k 1g61
—~ADFcHBEHICHT HATIVRXE/ S O—FIL
R ZE ik & L THULV= Western blot f#4T
[Z&YRDT= |-MN EEIZFH (T 5451 PLA2R 126 5
ML 50% (n=134) T&H-o7=, F7=. HEK293 ¥
FalZ TS L 1= rhPLA2R (21-1397aa) -Histag i1
H& LTRW-5E0H PLA2R g6 BH4EEEIE 51%
(n=134) fzo1=, EBIZ. REBE 3. bg/day LL
LtDEEDHTRD EGHEEIL52.HTH T,

—75‘ REOEVIE D BHBREDEENTR
ER B NED o 1=, HEK293 Hifa (< &k Hiffikast +
A UERPLARDEBRISEEDRICHLHL D
DO, ZITERMTHLHNERBERTHRLEZ) O
VEF U FhPLAR ZAWVHER (B25% &Y
BREBREDE LOALEZER L. BRARHRMK

EMBEREDH PLARFUAD g6 TV 5 X,

g4 NEEHTISRATH 1=,

5 BHEMAEPOH PLAR REFEFE

Prevalence and characteristics of anti-PLA2R IgG in Japanese
patients with idiopathic MN

BACKHAMEMEBESE(CH 1T BMPLA2RAGBIERZ,
BABCHARTEWT EHBESHICB T,

Cases  aPLAR-Positive CAsgs Lnnanced” positivity

Study Assay

m ™ (Procsioucia > 35 wicy)
usa Beck (2009) wa 3 70% 0%
France® Debiec(2011) W8 a2 57% 81%
Nethedand'  Hofstra(2011) W8 78% 8%
China® ain (2011) we & 7% 98%
Germany” Hoxha (2011) T 100 52% 6%
Korea™ oh(2013) w100 69%
Japai ws 122 50.8% 52.4%

PModiied fom Maras, Ravars and Chigger (2011) Nephel Dl ot 26,2428.30
Y.}, 5. H. Yang, et al. (2013). PloS one 8(4): e62151.

6 HMPLARMEBDEE IgcHTIFR
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Subclass of anti-hPLA2R auto-IgGs

1861 1§62 ®igG3  WigGs

£
H
g
s Subtype-specific ELISA test revealed that
§ anti-PLA2R IgGs in serum samples from
‘g Japanese patients with IMN were mainly
2 1gG4 .
186 subclass
s o o % — 1 2 4
R gi 3
E 2 = = 14 HoE @ -
o8
T lpmnesemN gg E
£2E

PLAZR @ EEHUKIZH T HEMEICRIFET
PLA2R (D #ESEIEER & &K LA REEIZDULNTRETL
=#ER. BARASRMERESESFBER PLAR
HURIZ. PLAR D#ESEFERHE S . PLA2R DILiK
IEN—TE#BHEL TV,

7 PLAR OESHEME L UL EEENRIR
HICRIZTEE

Characteristics of anti-PLA2r auto-igG in Japanese patients with iMN

{1) Protein glycosylation of hPLA2R

N-glycosylation of hPLA2R is not
necessary to interaction with anti-
PLA2R auto-igGs from Japanese
patients with iMN.

18G4 in serum
se IMN #1  Japanse iMN #2

HGE treated
with PNGaseF Japan:

+ B -

(2) 3D conformation of hPLA2R

Non-reduced Reduced

(50 mM DTT)

3D- of PLA2R protein
HGE  rhPLAZR HGE  rhPLAR is essential to interaction with anti-
30w T hPLA2R auto-igGs from Japanese
. - - patients with iMN.
e - -

hPLAR FS VR T =v I I RDEEIZHK
L., BE, F=HRKZHFELTWS, T—ILY
> FILE A= genomic PCR [2& T Transgene
GDfFHﬁHfJ\EEmuéhT'{EHKEJE?}i LT. Tnboh

LREMLUTHBMLUI-ARRKAESAE— M, E+
PLA2R 2 o\ BENEENSD Z & % Western blot
[Tk YRR LTz, BEVIFICXT 541 GFP #iAD
RERENEE TIERERER F4 MFEMIZ GFP
MNEEFELTWSAZEEFHEREL,

E8 hPLARR PS5 VRV T=w I IRADRKRER
t IF § (i GFP 28)
A i :,. 4 :"'e A ﬂ:_;‘is.;“
-"3; X - ".';bf,'j ";‘_x e
ZaovAISS 88 G A @
GRESA Sy A
> O p hv:... g
4 ,,x;. >
W :
% A /:"v:%:. V?
Strain #34 \ ».;



D. £&

AMEIL, 7O THET 100 BB ORE CTHH
HETBEEREZD PLAR BEOAREELHEE
LIz¥IOTOMETH D, AAEDFER, BAA

BFREREBEREDH PLAR BERARERE.

51% (n=134). FREHE 3.5g/day LEDEZEDH
[CE->THBHELTE 2. 44 THo7-=,

—H. CRETICTHLMNISAEBN TOER
TR ERE DO PLAR AR ERIE, B
EREICE>TEZLDEENEOLNTLNS, T
HhHhn, HKK293 #f8 TERE L 7= hPLAZR RIS
LTHOIRA>7JOy MEATHRELET A A,
TS5048, R—F7, FEDORRERIFILZ4LT0
—~75%, 80%., 80%. 80%f<->7-, —7. PLA2R %%
WS- HEK23 MifeICEEEREME X /EHS
THEREREEICZZELTHREHELEZ FMYDE
BREERE 2> ChLDFHEREMS, BAA

FRIEEEFTESEOHR PLAR B ARERE,

FAYTORERRELELL T, #RHICETE
WMERIZRT CEMNBLMNEL ST, LOLAEN
o, BIEAERIZLE > THRREREIKRELEDD
Zenh. AREREZERLET SIZER—DH
EHETHAET 2REUNBRBE NI,

L PLAR A D o FHEE. BARARE LB
EG EDREICEREROLNT. BRABEIZS
WTH g6 NETEHTH 5 XT.PLAR DFEEE
REET. DRLT 1 FEEICERKSNIAT
Er—TZEBHEL T,

AR TERIZEIILI-E FPLAR S VR D
IZ VI RIRAF, RREFENICE FPLAR %
RELTHY., BEEREBEORERBEREIC
9 S hPLAZR-$i hPLAZR B A DR EIZBH S 1
[CTBH=HDFEAGEY—ILELTHFEIN S,

E. #
AMETE, HRICER T TEIBICE T 5
PLAR ECHADREERS LU FHMEEZHLH
25T LIz, BVEOEREEEEES
EOHM PLAR BERAKRREERIENEOLETHAE
BREIVBEWS, FEHTHISRPIE T
BHFELULTWA I EMNBELAITE =, e
T. E FPLAR /R K54 FFEMNIZEREIT S+
SURD IO T IOADERIZET L. B
IR DRER R ORERIZH (T =&Y
—ILDEBEEZEDHDENTET,

FRIE. MPLAR BEHMAFRAET D LDl
FARELDHEITMA T, PLAR LIS DREFR
DREEZEZEHT=. HHREEETEDFREEFOHF
ROBLEENREEINT-,
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3. BEHEEREREFORER
A. BIRE®

EUBEX. BRAORT7O—EDERELTE
LEVMEERTH S, &ifi. phospholipase A2
(PLA2) ZBRIZHT AN ZOREATH D =
EDEE S - Beck et al. 2009) , E1=. Genome
wide association study (GWAS) [Tk U PLA2 &
A K U HLA-DOAT @ single nucleolar
polymorphism (SNP) MBEAICEWNTEEDFEE
CEAET B EARE M (Stanescu et al. 2011)
PLA2Z2BRAD SNP #42 —4w & LT-BE. BZ
DHMETIE. BAEITEL S PLA2 2RKD SNP
NEBEEEBET A ENHESN TS (Liu et
al 2010, Kim et al 2011),

AETIZEERANIZE TS PLA2 ZBAE LU
HLA @ SNP & IEMBEDREEERN. AMIZH T
HEBEESN ZHOMNITHEELIC, BHE
KETIUILEIFTLS PLA2 SERKEFIAD ELISA
ZRALT. SNP LHADOBEEFKRIT 5,

EUBEOEREEERE L. BEEHKREER
TE-HEHERTHRIAEZEITS, REOHA DD
DNA 3t L. EEFEITIXELEEMER T
>71=,

B. BIxAZE

1) WHEE

AMEIZSMT DHERICARE-ILERRD
EMBERET,. XEICLIRABEZE-E. 08
DEBFIVIOmEFTERNRE L., BEEEESH
BIOCEROBHEENRELEE IR, BEZEEEH
FIRMBERE 150 %, BEHLELTXEITLD
EEZHBEI0RKRBEDIFEELBETHDIRA 150
2L 5,

2) EmEHER

MESMENSKEMDIBHER(TD, IR
TIEIER LMKl D55 2nl HhoMmFEE B
L. BYOEKREMmMEmm 2ml 5 5 genome DNA %3
HL. BBEWERICERM LERET 5, BiE
EEMERT - NEEBEHREF - #F/ EHAREIC
BWT, NPT H D WIS/ Lo—4 o AT
115, MEIIEEERRFETHREL. PLA2 ZR/IK
RADBRIEZITS,

3) WRETHHEM (BM) EAFHE
MiREYHE L= DNA B LUME: miE2ml
ASDNAZHE L. EIZ2n AL MEFFRNT 5,

RAlE L TEEDORE BRIDOFFIRERM & RS
BRY 5, BILEGEFMERN - AEEEGFIRAMN
TEEFEE ONPs) B&LU2V—7 VAEF%



p—

15, MERFEHERFETILLIFTLVS ELISA

[2& % PLA2 Z2RKRAZRIEICHERY 5.
BRIKIEER & L TEEDOBREN O Fn. MEA.

REBE. B, EEESNELLEEAVD,

4) BWAEE

DNA 3 1d DNA PrecisionSystem. QlASymphony
Z&YITS, COAEKICEYREMmMEMm 2ml &Y
#92 - g @ genomeDNA D SN b, REAE TIX
PLA2 Z&KE{EF. HLA-DQ. DR EEIEZFDT
DO NP ExHE LTHMZTES (a,bSE),
PLA2 2 BIAEEFEEMIZIE TagMan ZZ AL, &
IO —EEHE LT Direct Sequence Z1TL)Y,
TagMan JEDEHERMNE LWV E#HERT 5, HLAE
EFENEET /) L= REIZKYITS,
PLA2 ZR{AEIEF: rs4664308 (Stanescu et
al.2011) . rs35771982(Liu et al 2010, Kim
et al 2011)

HLA-DQ. DR iz F: BARBRBIZEWLTE
HEEENT I &M HRE SN Tz rs4664308
BB EFLZSNP BT Z1T 5. £, BRA
R BRE SR TIE HLA-DR15 OB HE &
nTWBZ Mo (Ogahara et al.1992) .
HLA-DR15 [ZB83& L 1= tagSNPs ORI £ 174 5
50 iE{51 D DNA Z U & L 1= B R T — R EEMT = BAgR
T 5, FFICHREIEZEZED S, —REBITOER
(&Y SNP BATERLODEMEFELTHY . &
BUIZH9 30 D SNP 84T A FETH D, fREtIC
EhA 2FEBETRHWNS,

a)

b)

(fREEmA~DBER)
AHR~DSMEIFNEE (KFEE) OBHER
[Tk YRESH, AELEWVERIZCEVLWTEHAE
ARLEHLDELILRFBEEHES B, #
NERORED 0. WK L VERKERIZEAN
BRSO HEEEENEHEARERERILLT 5, 405,
BIAE &K VEEREHRD SEAFHRTESER
(K%, FfF. £5AH. EFESLHLE) THIR
L. HEDEBEZ2MLI=0Db. BEEMNERTHE
[CEET D, HF ONA) (FRERTHERES
N, BFBICEELLEEMERICENST 5, BEK
153k & BT RISHERADON I S VEE SN
farvEa—4—RHIZREIND, REEJWNLDT
LEEITES LR L. AERERICEARA
DK, BRIKER. EGERETCERALLEINEE
FREIN, BAERSEEEENMRELTLS
SEBERMSEMIMDB, T, KRB TEIZIE.
HESLVERZEHRE L TEROFH-1E
GCFETESOCHRICERTSIILICAELT
WAIBEZRE. 2TOHEBEBRIIEEINDS,
BONT-HRIZEOHIIIKRINSS. BA
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BN TH I EIERL, KRR TIELEDAZET
WHEEDANEOHEEEITS,

B L THEADB IO EFEN] BT S5
BAXEEZAANITEL. ChEd &I AEDOEM,
BHLTOEECEH. SHOREIRAZE. S0
FRAE. SHOBEIAE., REHREEICESH
#* A% BHERCLIABELAEHEOR
H., FE~ADSMEH>TELERLORFETZ
W &, TSAN—DIRE, BEADENEE
HIFAMICEARLEN. &, REEOEE.
RICEAHLER. ARHEROLE. NHIBTEE.
BEROBH. ICALTHBALTSMESIAI L
EHELERICEEEZ/D, REFLEZWEA
CEEZ2EICBEDERZ &, —&IEK
ANIZEL, —BIF2EETEET 5,

AMECEREMIEEORES L VAEEMN
NEHEFEEBZ T, FNITE>TEENKELTF
BREL BT EFHWL, HEBELGLZSMEICIL
BEOREMEOY Ry (RTHMOE) AELSHE
MDD, BLTFHRNTERSNBICEN-ES
[FIFE. BAEFHBREHIARERELHD. Ch
EHCEOTSA N —E NEQBEEIZIX (1)
TRz HEZTHRABROEEZITS.

C. IRFER

TR 25 EERBEATOSMERIE. BXE

(AR, LI . FRREEFI. 4

HEAFEZHMERRD 3 HERTHD, L3
R CIIBEFRITMRICEL T, MEBEEESD
AFEBTWD, TH 25 EEITIEREDHET
SEFEMEIEMEBE 92 FEBIDIRIKRE & DNA HH %5
T Ufzo —REENEIE B123D 50 EHIEFHERL
f=1=8. DNA 1K % E LB AT ATIZE R L AR
Rm L=,

FEEEE 92 9> 7 )L HLADQA DB FECHIfE
W (=2 y) i7o1, TOHER. 1,346
DNMNEBEHLN, TDS55 I3 IIHBLEETH
2t CNHFHREENI . 6 HFFIE 2527
LTI EDEEEZE L TL V=,

BOTHKROMECTHRE SINEEETELHE
HEY 5 rs2187668 & MiEEED SNP (2 & 5 BEERE
W&E1To1-. BARAER% ALz case—control
study TIXRIBLICEEZERO ohiah o1,

E. K

R B E B E R T DT £ 17 5 AR AL
S fz, HLADQAT EIGF D —REEH TIEARF DR
MEEBETIE. BWEEZET H. HEQ SNP
[T Ehah otz SREFBEZELL. &b
BREBINEEDDIFETH D



4. FREMEERMEBEICHTSIXEA IO TY
% (HIGHNESS)

A B
REEER PEFECEVTR I O—EER
BEETHREOHRT, M ANEFLEELSTN

EEQKEETHS. HHBRIZETEAREDFEIL,

BARDZENICHB L TRFEHESNEZMN, 0
—RIZIXREBMNFELY 4-5g/8 &l <,
AT704 FERBEIZLYERIZTEIERESD
PIEKIENWI LTk B EHREINDS. T, EHX
FEEH 0D ERERET 5120, REAHILLE
LG WEEICEZOEERBERS LD
3.
FrsEsnoJy Y (IVIG) OREFELAES &
UREsEIL, *70—EERECAVLTEHMS
lgG L AJL%E600mg/dLLLEIZRDZ &Ik BRRE
FHNTHE SN TS,

SEDFHETIE, UTOILZRHTEIEE
B#L9 3%,

1. AT UhERBEEENDEREA
[SEMNE S hERETT 5.

2. REMBFIUVBRERENFHRLERHT 5.

3. BBHREET, BREFROLEZILETD.

B. Ak

1) %R

NEERE LLIEARTOBERICEYEZHS
NI-BESREEEEESE

2)BREE

BFAERCTIREUGFRMY EEBELZH SN
BE (BEBEEANHLIANEELLY

DR 7 O—EEREOZHELEZF I &
QRAE|l, L=y 7oA ToL o REE
(ACEI/ARB 74 &) B UVREF UL ENBRERE
FERHTWSCE

@30 mLLE 90 ki

4)BEBRTHA Y
ZHERAREERER AL LERER

5) BB %
BRO7Y F54 >

: ’
g
® | #

L

BERICTIRE
(BRIDBERE
tﬁﬁ?ﬁhf:&%

U mmm@msEeBsEy |
1 ARIEIAET )

E L]

BB S 5 H

BEMAR (125 A)

6) HERS MM
BB REME
LRET B.

EI=TEWELY 1 v AR

HREERELHM: 5 HME
g 2 5 M 6 M™MAM
B B OB OB 12HA
7) Bl A%

BEERTHRUEEMESELZEHL, FR - BRyE
EEB-LEBEMS, 1 20T7+r—LFavtEY
~ZES%, [RRI, ACEl £=IZARBBRELUVREF
VERSLIVN)—FBH. HRIZTSUH LA
ERYRITETS. d, BlYFMITIEES (65
R, LLE), BRI, eGFR (50mL/min/1.73 m%*k
i, LlE), REBEZ (3.5g/BLLE 5g/BkiH,
S5g/BRLL), MEERZETRERF L LIz&/MEZE
2k B.

8) REERLUBRERX
Ao=xonJY o A--miE% 5 BEEHT
BET A . AvsodY vidEmnA=ZO % 10
g/BRET 5.

9) Bt - StRRLEEE

1) BHRE

ACE PREE - BEFIRELZ EDBRESE, R4F
v (GREREAREIS, WIEELMRY A%k - HE4ZEEE
FIZER)

2) HRZELESLUVELEE

thomES 0T UEE, BIBRRERTAA K,
REINHIZE

1 0)FHEEIRE EDER

QX EF R

1) —R7IMHL: Z2EE BLUFELE
f2 | BEAR BRE - EMCOVTEUTOLS
[CEET 5.
TEEERF
FreeEE1H
TeeRE I H
i

3] FRER 3.5g/BARE

FREH0.3g/BXE
FRER0.3g/BLLE, 1g/BkiE
REB 1g/BHLLE 3.5g/B%

QEIRKIFE a4

1) BIRAIEEEIEE

(1) REBE

(2) BHEE

(3) REEEEL, BREEHIVILMERSH
FZFIZL D AR

(4) RRELEERE

(5) BRBBEHEOBEAEREE

11)8E - RE - BERE & L UEMERI
OBBREER

Fn, R, BMI, MEME, BBEDOER (K
B AR, REER AHE BEE



QFEBRHMPOHRE - RE - AE
a L=y - FUoPHT UL URBEEREKR
b) R & F ViR EKR
c) ¥ERK BEEERE sSOEAEKER
d mE, BMI
e) REE
f) MiEKRE
12) RERZ
WHEIZIGLT, ERESRKTEZOLE, B
M1, RRE, MBEKREZEETS.

13) Br AR - BERARE

EEEGH 1 » A CBRERETETITEALE
HH B L CEEDOAS - FFRAKM - 6tAESR ZH
FL, EFREEICEHEHTD.

14) fEITEHE
FTEIZHELS, fEBIT—5 DRETEETEITS.
OF::2h

FAS Zx% & L, WBRHTHLIRBRTEERICH
LT, HEAEETHLIAUIIOT Y VERER
», VEOZLERF-EIFELER | BEAF
TIZETHHMEERT S & (BlE) ZREL
3 5. PREBTE L UCREEBITICEWOTRETZT
33mEL, BTAEDFHMEIARIERT HHtet
BEEEICTEDS.

QEIRMEEH
BRI E LTUTORBITZEITS.
1) REEZELE.
2) B#eoxit
3) BEEREL BREEHLIVELOEREHSE
2k B AR
4) RBREERE
5) 75 REOEREMRE
6) ZDEREMEOHE

1. 2. 3 R AT

FEGI B SR EARMI R 1 BEDHEEFTEITL, HER
EREITHCENRUANESHEHET S, PREE
HriE, 70 6 (FEBIFEFIED 70%) DAEFIM
ERINEHRURICTSRVOEHE=2 Y
VIDT—RERVWTERT .

11. 2. 4 EREW

EMEEKRTE T—2EENRET LIRICE
TOFHMEIEEICK T BT ZEITS. TN DR
ik, 7R ba—LICBEELEEEL LEHRE
REMIMRESDOHFAERLEEZRE, &F
[EfTh7ELN.

12. BEEHH
£E1004 (BESOH) &9 5.
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13. FREREMHRA

Z43EAR - 2011 £ 11 A 1 Ebhvis 2014 £3 H
STHET

WZeEART - 2011 &£ 11 B 1 BA 5 2015 &£ 3 A 31
AET

14. fREREIDESF

AREE, NP UXEEICE OV AERA
#E&57L, TBRERMRICEAT SMmEES (BEES
BEER)) [TH-TEETSH. £, TEELKD
RARHBROEEICEYSEE (GCP)l 2HE
T5.

15. BRMIRGEEE

15. 1 EBREREREROEE

AT, EHEROBEZEEZEL(IRB
Institutional ReviewBoard) (2T, EMETEZE,
EFREE, BE~NORERAXEOTEHNES
FUHREREOESICEL THREN, BZEH, E
HPHZUEOEANSBEEFTL, RRBEHLE
[ZEET B.

15. 2 BEREBREOEE

AR EMRGET H=OICFEIC 1 HOBETHER
DRREMEEEZER~REL, BEOTEIC
DNWTEEERITSH. T, HEBROMBBEICEALT
HEBEREERICTEREDSDETHILEX
ENBEREFBE, BLUERAEEONRET
EASGBICEVTHLHREBTEZERAREL
MEDEEERTS.

16. BEORE

MEEREE (BY) EME, BENBRKMEIZSM
T AHICHEBEEEZES CTRESN-RERHA
XHBLUVRABEXEEFFEL, UTOHRMBABEITR
THREBIZDOWTHRERBAL, EENTORNELE
BL-CEEHEL-LET, BERESMIZOWN
TEHRERIZKEIEAEZEZEARAANLGXEICT
1G9 5.

17. BEOERAH
AEETIE, HBRER (Hr<wrsnIiIy) %
EBETRRT -0, BRAGBREORELEG
BV, T, RIRTEOONTWHEAE
BEETHIbLN, RETIRELINTHERR
DHEENTHL - Ehb, BEEYDRIRZREE
¥ 5.

18. BREEME

HAGHEXTHONED. BEOBEZRITE
BICEE L-BRESCERSZEHRER LRV
45 ARBRICKYVERELGRATERNERLIZS
BIZlF, EEZROHE TREDARERIZZRE
TITS. &d, AEBROHERER (Ho<snoJ



) 1F, EEGREMERBERIEIC K SREHGA
FHEDHRELG DL,
HERICSINY HERAE, BHEREICE A =AM
EEERIRICMALTEL (B8, HERTOHERE
RIERMAX, ENENDOEERTORIEET BH).

BE, HBRARICAVSHAICEYTSEELLT,

HETDEEIPL RIZICIMAT 5.

19. BELZLSUVIZEHORE

BREEEME, REITNEXEZ, FAHERK
ROBBFREENTR, FLEABXFICARSN
EFHOS H&RLEVENS SEHRET .
APRTREL., BHEXRETRES S
PLAZR HufABIEAQMASR M X, FEI& LTHR
BRTRICHEHESEHEELERICKET b, =2
L. BEEDORENGEONHRICEESSICERIL
D+ REN-RETEEERFEREREFZR
MEMERBABZICTHROAED-DHIZRE
Shd. COHE. FRABEEZERAFRES
ERICRHL., RREELRICHRZHFIKRT 5,

20. BERES S UVEAFRRE

BEDOEE EFHNBREECETIHBEEDORTE
FFEAI—FTITSEEbIc, BBROERICET
PERT—AERLUVEENREEZNEREME,
FRIZHREROLRICENTIE, BEEDTSA
NO—REC+RERT 5. AERTHEON=E

BEOEANFERE, FZEARRLTEIGESALN.

C.H#58

2012 1 B & YIERIEZZFEEIB LIz, B/
40 FE(C, EFERBEENDRELZ1T01=. RE
BAZ UWMEF ZHERRT D2 EILE L E DA
b, REBE 8g/BRmEWVSEEZEREL, R
EB3.5g/BLUEDHE LT, 2013 FE 3 BXRFER
TOERFAESFTHo1=, SBIZ, FH 2B &
EIZX4HNEBFEIN, ChETIZHSHIDESE
METLTWS, LHL., EFBFHAFTEIZE
ZELREL O, BENOTO ba—/LTOWETE
(TR S HIMT L, FrE25 4 8 BICIXHRESZ
BREARIE L=, BEFOEF DB BEE LG
THbdo

D. #¥
HREESSEICHTIREHN VSO TY
CEEIDENMEERIET 5 =D DEERFE (%
L. 8BIDEFIZFZFMNTET LBREBHFETTH S,
LHOTO ra—)LTEFEZBENETEN T
FERIE. REMAERIZEIIEABRENTHEHTHS
EOREVGARICHT 2F7R, S bIZE0OER
RENZ ZREBEEBEEERLICKRANT S
ENRETHLI LR ENREZIONT-, SEHD
B TER, SEEHEML. o ba—
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ILVEBREHTAFETHD.

ETETERCRYT ARG IR ER D —PERFSHE
1 RIEMEEEITHE T DIVIGES(HIGHNESSEHER)

HIGHNESS B E ARG A K@ I2014.1.1

FHBEECHIDEEREIR sl
BRIOSTEIRL, LITOLHEUTT .
EREHAZ  of (FDEHFH 15D
BHEAFEFIMEME 10 (FIEEHM o)
pRPEEABMERS AFRRE ] (IIEEEE 15D
BEirffaHe UBEERr Y- 1 (OB 15D
FEATE 1l (RIS i)
WAFEFEHERE  offl (FIDEEH o)
AMAZERPE  off] (RIDEEE off)
BEAFEFE ol (FEEHEH o
RREIFEHAS 1] (FIOEHEH o)
EEfIAFETE  offl (FIEEHE o
AT FERAZ ol (REEiEE o
RUEAZRPE  off] (FI@E5E offl)
TRASZRFPE 1] (RIDEEH of)

F. BEERER
mL

6. HRHE=E
1. MXHER
1) Sugiyama H, Yokoyama H, Sato H, Saito T,
Kohda Y, Nishi S, Tsuruya K, Kiyomoto H, lida
H, Sasaki T, Higuchi M, Hattori M, Oka K, Kagami
S, Kawamura T, Takeda T, Hataya H, Fukasawa
Y, Fukatsu A, Morozumi K, Yoshikawa N, Shimizu
A, Kitamura H, Yuzawa Y, Matsuo S, Kiyohara Y,
Joh K, Nagata M, Taguchi T, Makino H; Committee
for Standardization of Renal Pathological
Diagnosis; Committee for Kidney Disease
Registry; Japanese Society of Nephrology
Japan Renal Biopsy Registry and Japan Kidney
Disease Registry: Committee Report for 2009
and  2010. Clin Exp Nephrol. 2013;
17(2) :155-73.
2) B SEmER 70— EEE BAX
AR 102 : 1172-1179, 2013

HILFE, EEE LtHEE BUC: B
REDEZ (LYRAMJ—m5) BRARE
S5 102 1183-1191, 2013.

B 27 0—EEEROEE KWE
112 : 649-654, 2013.

3)

4)

2. 2EHER

1) BABEZSFMRE - ZTESRE ML F
£ E, LHRZE, BLU . BEFRELY
A k1) — (J-RBR/J-KDR) () 2012 FEREHe & ZBR
& FE 56 MEABRZEEZMES, (RKE, 2013.5),
BAZHE®S:E, 55: 272, 2013.

2) BAERERSEMBRE - HEHEE EL -
ERERRERNDERE, ¥ 56 M EABREIESFMRE,
(R, 2013.5), BAXREEFESEE, 55:289, 2013.
3) BAEHEZESEREMAE - HFEE : 81U
Z BEEBER : 70—t EEHEZDDIC
% 43 BEAERESARFEMARE, (W,



2013.10), BAEE=<EE, 55: 1172, 2013.
H. MMBEEDOHEE - B8R
FEEED

1. BrME

TL

2. EATEER

TL

5. BRSO HHEARGEELEICETAAEEYAD

FTr—EZBROEZRICET IHR

A BIRE®

EHERERO—EEEHEEICBLNT, £0

REIZH - RBEMEICHITAABREYOXF—
274K (soluble urokinase receptor: suPAR)
BEATOERMEE®ET L. BRERIGHEOAEEMS
[ZDOWTHKET %,

B. iIRAE
EMRSMEE (85 L TRT7AO—
YEGERBERUVUBRERBR LS INZEEDLDL
BEREShzmFZAL. RERXETR - Ro0
AFEIZHWLTME suPAR BE % ELISA v
lQuantikine ELISA human uPAR immunoassay ]
(R&D Systems #t) ZAWWTHEIE L=, MREH
DFEBEBZHERICK Y BEEZEREBEICNE
L. & suPAR BEDZETFRIBEE/&ET L 1=,
Fi-. BET—42 (HERER - PWHE - £
& - R - REEEN - REBEE (4 BEE
RT—2FLIEV L7FUFHIE) - REM - R
EEMR - MFE7IITE - MERKILATO
—J)LEEE DL aLRFO—)L - MBERFEE
R-MEBEILT7F=V) EOHEBFEZRITFEN
[CEHEid A &IckY, MFET—H—ELLTD
ERAEERRICOVWTEHEZ T 1=,

(REE~DER)

BN EERAFTEIRFEECEL. Tt
sz, HREDBH - REE L TIECEY., HHOR
mAE, BHOFERAZ. HHOBELRE. &
FHRHIZHES R - TR, BRERICLDIEE
CREREDBER. IE~DSMEH > THEE

FOFRFEEZ RN &, TSANI—DRE,

BEADERTERORT. MEMEOEE. HEICH
HLHER. IREROAMR. ISEALTHAL, +
NEEBRBRERONLRICHRSMICEET 515
BIZRRAEEICHEERZHAIMKEL - TE
ETREEE. EREMESMERICENTE
HAREER L ESNEHHMNREREZERE - A2 D
NEHIES S, DY Sh=BABRREIEHRE
BMERICBOVTHEICEEINA TS, UED
FEITOVWTEF, REAZEFHREZERICH
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WTEBESNARE (RFEH: FTRR24E3A19H
BEES 3735) ShTHY, F=. FEHRRSM
BRICBEVWTHHEZEZORENELATY
Do

C. MRBEBR

it 8 MEERET 96 BDEE - BEEMNLHELONT:
BADBIEZET =M. COSHLEEEDE % -
FT7O0—EEEFEORLBEEITREZRANRE
Lz BEEORNRIFER S EMEARRKEEILIE
(focal segmental glomerulosclerosis: FSGS)
38 & -/NZEILEE (minimal change disease: MCD)
11 4 - lgh BYE (lgA nephropathy: IgAN) 11 £
(BEHE Igh BIE b BZE8D) - EHTE
(membranous nephropathy: MN) 9 &2 CTho7-.

L EDEOMmE suPAR EEFBITE LEBRIZ
EEt LI=#52. FSGS : 3119.0+ 1036.6 pg/mL -
MCD : 2374. 9+588. 8 pg/mL - 1gAN : 2311. 3=x777. 1
pg/mL - MN : 3311.9+655. 3 pg/mL - EEXBE -
1745.1£395. 4 pg/mL T&H->71=, FSGS BFEMF &
W BEMFEIRETEEMEICHTHEEICNL
& SsUPAR BEANSEZRLEN, thOoRT70—
Y- BREEHOBREBELHBETLIEEEELHE
BNTLEL, F-REXBREZRISERET
DR TIE, M55 suPAREE & FE DMLV
MNOEFEELHERE (R=0.1496, p=0.001) H#HHRIk
{KiEiB = (estimated glomerular filtration
rate: eGFR) & DMICIZBAI L FEHEEBEZRAZED
Lt (R=0.242, p<0.0001),

EEFEAMTICEVTEEHEZRIRT H10F
JUTFFUERENH—DIE sUPRBEEDEE
BPRERFTH-= (B £SEM=0.226+0. 226,
p=0.047), LIEDIERMN S, BHEENME suPAR
BECEELTWSAEENEEINZZOH, E
HEHEE (eGFR > 60 mL/min/1.73m*) DR HREH
EOBRAEDHAERWN =Y ITHETEIT oL A,
FERAaKEDORTHIE sUPARR BEICITECENE
HoniEhot=,

RiZ, BEERICE N TITRERIOBERKREN
#E{Lld B FSGS & NMCD mEERINEETHY HhDH
HTHDIEND, CO2KREDERNIZHITSM
& sUPAREEDE RN %59 5 BRITROC iR
ERWTHEFTZTo-, EEEHEED FSGS miE
16 #&{A & MCD & 9 #/{A®D suPAR BE TRET 1T
o2& A, Ay bATEE LTI 2442.5 pg/mL
NEBETH-=M. COEZHNCHEHEEZER
TAHEEDREEIZ0.750, $¥EEIX 0.666 TH-
f=. AUC-ROC (& 0.684+0.114 (95%{E XAl ;
0.461-0.907, p=0.13) THY. LILDFEREY
& suPAREE (X & OHE AR L CEREKRMIZE
AThdEFHEInENoTz, 2T O—EEE



BEETHEHFICR-=BETH, BEHY bF
T1EI% 1748.8 pg/mL THY . COEEZRALV-E
ERREIZ0.909 THAHIIEEE(X0.375 LIEET
# o1, AUG-ROC (£ 0. 642+0. 130 (95%EHEXFE;
0.438-0.896, p=0.30) [CBZFE -, —A. FSGS
EHDAREKARE MCD 250) L DERIZBEL
TlE, s@hy bA TEA 2442.5 pg/mL TH-
f=AS, BEE 0.750, HEE 0.591 & DL YRR
[ZEFR+R% LARILEEZ 5 AUC-ROC (X 0. 621
+0.093 (95%{E%EXFH; 0.438-0.803, p=0.21)
THo1=,

Fi-. X704~ - REMGEICLSAEEBEHNT
B SUPAREEICRIZTEEZHRITHEMNT. X
TEA - BENFHERSEOFESME sUPAR B
EOBERICOWTHEMMBET 21T o1, BHEEN
FETHILRMRRERRETE LR ETDHE, &
5 7% 2559.3+789.2 pg/mL, JESEE 3047.0+
994.9 pg/mL THETEMNEEEICEES LA -1
HY (p<0. 06) FSGS BEIZPRET 5 L x5 2170.0
+533.7 pg/mL, JE¥EEE 3076.9+498.5 pg/mL
ThHhY. BEBHTHEIZEETH > 7= (p=0.009),

=EZIZ, LLEDaR— k &IZHIIZ, ANCA BEETR
REBEEMBFIZHITS suPRR BEDBRHZETo1-.
BARIT S BATH-=H. 6791.3%£1513.0
pg/mL EEEFTR LIz, LEEHEEIDEL & BH
BEETYFIELREREARKAERBEEME L
B L= A, %BFIL3727.5+£818.2 pg/mL T
HY. NCA BEBERTEEICEETH- I

(Mann-Whitney U test, p=0.01),

D. &%
BHAAREMERRAREEEZHNRELK

HRTRESNECELEFUTORTH S,

(1) IM7E suPARRE (L F & DIEARR - Bt L

DFEREZETY

(2) eGFR>60 mL/%3/1. 13m2 DEEEXF LT D L.

BAAREERBRAERBEFIISVLTIE, mF
SUPAR REIZEELGEIREOH NT . FSGS & MCD
HAHWNIMD ZELMOARKAKEREL HFNT S
BIZER&EFEZALZL

@) RTAA k- RENFHERSSO FSCS £BF
TEEBEESNTWEWEFITHEATHE suPAR B
EREEZRLEZDS, —ATHRBLIEEREORE
NEOHLNEN ST

(4) ANCA BR:EB £ BE & TI& suPAR BEMNZEEH
EEEZTR L. F& - BEEOMICKEDEZENT
EIht-,

Wei oDBEEHRIZE S & FSGS BEMBIZHITS
sUPAR IREIXfARIKAREBBEMF L LLE L TH
SMTHEVENEELTLED, EARETIEER
BAEEINTELYT. BHRENMETLTLSE
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BEOT—ENEEERIZL-TEELADH D EE
2B, RTIL—ThoiiHe LTHES I —
Oy/RPRD AR~ FAELLDT—RIZH
WTIEBRENEELFIARFTHD Z LA
HEhTHEY, BT IL—Thot Biees
SUPAR BEMNMIEET 2 Z LRV THESH
TWd, ERERMIZ, ERERRKAERELZZHT S
BIZITBEEOZCTIEETHEZEL TV
. KL TIX eGFR>60mL/5/1. 13’ TH B EE
EXRRE LY I@BFTEIT oz, COFER. FSGS
FEOREEMTME suPARR EEICHETZHES
ENRHLNT, ROC BITERVTHRET LIIEE
TH SUPAROBZWIY—h—E L TOERMEISHESE
TEHEM-T=,

ATOAF - REIHERE & MF suPAR &0
BRICONTIE., 2RKKER -FSEGS BEENA &
HIZHREETHE sUPAR BENMEEZ RTERN
HY.FSCS BEDAHZRRE LIRE TIEHEE
MICEERENROHONIZA, — A THREETT
REBEIIHEBETE K ERTEHLALEL-
f=o SO EMNDL, sUPAR BEDZERIZSLTLE
2704 F - ENHZEICLSHREOHE L (L
ELABWLEDEEZONT,

&I, ANCA BEB X BH B TIXFH & B
BRETYTFSELREEEAKRAREZEEMNE L
HBRLTLFRICBETH A, BEOHREIC
& Y IMiE suPAR IREITRMERARIC & U IEERRMIC
ERTDIENTSNTEY  ANCABIERE RICH
(THRERENFELLLEEZAONT,

AKHRRIZEVWTIEHEEZMIC+ DB REN %
FLTWA30O0D., XREE - BAEKTLEND
BTHY. HIZIEL FSCS DHEMBIE COMmMS
SUPAR BEDEZRET HIZIEIR+H2THo 1=,
T, BEROEBZEHIIRERICE T HRERE
Ck23DTH>TEELLINZEZHTIEAL,
ZLODBREEXLEOARMEITIEETERL, -4
ERICELTIE, ChETCREOEREARIZSLY
THRGPTCHEHRINTE-HEROELISATY %
FARALEN, COVATFLEIHODZHED
SUPAR 583 L T 5, {RIZ FSGS DIREEICHEER
TRAEE - FZEED SUPAR MEEET B &5 THNIL.
TNERFENICBRET IRMIDELLALS, HIR
THAUIZDONTIE, AARIGT—BAICE T4
B THY . suPAR EEDEIL LERKRZBDHE
RIZOVWTIFRETETUWEL, §%. HWFTE
kY., B - 20— EEREORES suPAR
BEELOBBICOVWTEHLMNILED I LS
oy (o

BED&SIT, KIEDFERMN 51X, FSGS D52
i< —h—<& LTmiE suPAR REMNERREIICIEF



TEDAREMERESEALEEMNTH 2 1=, 51

DHAEDREIZEY ., LGN FI—h—D%
ReEh. BERDGICIEASh DI EEHFLEL,

E. #H

APROREHEREL Y. MF suPRR REITHF
Bh - BHEE - RIEICK - TEEZRTDHIENR
HEh, BICBRBEBICE T HBRICITERE
BTZ2EETHILENHDIEEA DN, Fi=,
m;& suPAR JEE(L FSGS & MCD Z &Lt R ERIK
REZENTOIBICERLGY—D—LRIERL
LY,

F. BEERER
TL

6. BIRBX

1. ER X F R

1. Wada T, Nangaku M, Maruyama S, Imai E, Shoji
K, Kato S, Endo T, Muso E, Kamata K, Yokoyama
H, Fujimoto K, Obata Y, Nishino T, Kato H,
Uchida S, Sasatomi Y, Saito T, Matsuo S. A
multicenter cross—-sectional study of
circulating soluble urokinase receptor in
Japanese patients with glomerular disease
Kidney Int 2014 /n press

2. Wada T, Nangaku M. Novel roles of complement
in renal diseases and their therapeutic
consequences. Kidney Int. 2013

Sep; 84 (3) :441-50.

3. MMEREE. EMEBEE & BRIEEREKAEL
fie. BIO Clinica . 2013; 28(8): 726-731

4, MIBAREE. BEHELNICH R TR —+HE
E#EHEZ -3 BERF. WA
2013;112(4) :767-T7170.

5. MEEE FA2ERE. #AEE & MPGN, DDD,
G3GN. B &&Hr. 2014 ENRIde

2. ZRHER

1. Wada T, Nangaku M, Maruyama S, Imai E, Shoji
K, Kato S, Endo T, Muso E, Kamata K, Yokoyama
H, Fujimoto K, Obata Y, Nishino T, Kato H,
Uchida S, Sasatomi Y, Saito T, Matsuo S.
Circulating suPAR in Japanese patients with
glomerular diseases: a multicenter
cross—sectional study. Kidney Week 2013
Atlanta, U.S.A., November 2013

2. MMAREE. *70—EEEEICEET S2HR
BERFICRTEITILVREBEEZORE. §
MET7 I LI RELEMER (T—9av )
BHR, 203&F 11 B

H. SR E D R - RERiR
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1. ¥EF IR
IZh L
2. ERAHEER
Iz L
3.zt

G. BIRHE

1. BRXHEE

1. RE 5B FE& 5 #Ar70—EE
BEEICHTAHIL 77z LY ADEIEZ N
— M#AZE (POLARIS &) #hE HERIAFHEOD
47 Therapeutic Research 33(8) :
1220-1222. 2012

RE HE F5 i #A4r70—€E
ZBEICHTHIDL 77z L RDEIREaNR
— %S (POLARIS SAE) $Res  FSGS fEfI & Z
NUNDEFIDOMRES L UERDLLE
Therapeutic Research 33(2) : 211-213. 2012
Muso E, Endo T, Itabashi M, Kakita H,
Iwasaki Y, Tateishi Y, Komiya T, lhara T,
Yumura W, Sugiyama T, Joh K, Suzuki K
Evaluation of the newly proposed
simplified histological classification in
Japanese cohorts of

mye | operoxidase—anti—neutrophil
cytoplasmic antibody-associated
glomerulonephritis in comparison with
other Asian and European cohorts. Clin Exp
Nephrol. In press

Miyata H, Uno K, Ono T, Yashiro M, Fukatsu
A, Kita T, Kimura T, Muso E: Low Density
Lipoprotein Apheresis Ameliorates
Interferon-¥ Production in Patients With
Nephrotic Syndrome. Ther Apher Dial. 2012
Apr;16(2) :189-194

2. FLRR
1. EMZEOHEPLAR ORIEAEOBF : fL
LWE—. %55 EEABHEZRFMES (8
E), 201268 1H
INSCS DIEREMLRZ 25— RMER 7R —EE
BEOESE . ILKETF, SFHE®B. #El{.
WEFE—. F 55 EHABEZRSZMES (1
E). 2012468 1H
L PLAZR HEHAKBIEREL I S ADRE :
MLE— ALE - REEF—.SHE® =
55 A A ABEZSZMHRE (ER). 2012 F
6 818
BAREH., =BEX, EEHEF. BB,
i BEf. REME, oERE, KAER
FE R, RCHE  EFEEORHEDIRE
BAEICETA DL 77 LY RADEED
T % 24 B EEMES. 2012.3.3 (FHH)
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5, HREEE: @At 70— tEERBEICHT S (POLARIS EZE) ME—HRY FEROMBT
LDL—7 7z LY ADAETAE 38— A — % 24 @ LIEEWESR 2012.3.3 (R
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ZRMBEREHHE
EERESEE
SETEER IER AL - SUFRIEF - 2i%
HEHEE

WHELAR BMKRE - WREH - B8

WEGHE
aNFRSA RERHIIKRE - BRAR - £HR
BEME MK - BEERH - R

RinfE— RERKZ iPS MIRRTAZRATIENE S L BB TR ZUARFT - A HUR

B — FERMKR - WREH - BER

Hig & TERAEE - MWRERE - AEHIR

a5 RRERFERKE - BRAH - &%

E A% REZFERKE - BEAT - FE60

e — Ak RRBESEMKE - Bl - SMmERNE - HEE

FREX ORISR - BIEAE - #f&

RHREE HAHEBEXRFEFIMTERERE TWER - RERMRXERL V5 — - £#R

R — & FRXE - E2A% - &
BE LEEXE - 5 2 A% - B

DFHEIT ZEXRF - BEAR - EHR

HhEEiE— MIMURIERKE - NERL - FEED

BE W ENRBERNTR - ARFEXEAREL V2 — - LEXEHRE
HREE

(B% - B8 - 77i&]
ZRMERBEELEZRICK D SHRBJXRMAE] (-PKD LR MY —8IZ) : gIEE 3HR— M

1.
®
2. BLEKEBMSHREMZT ADPKD) EEFEZSRE L-FEMICET 2 QL FHE . SHERLRETH=E
WS
3. ADPKD O EFEMIBEFEENDRE  AFD ADPKD IEEFIDBIEFEEEZBHLMNZT S,
4. ADPKD =81+ BERTE
® ADPKD EFILYOREFRVEBERERSEBRRUBANRAS EEIZ DLV TORKET
@ ADPKD FBE K iPS #ifaZ AL -FREEETILO/EE
5. ADPKD =4 —: ADPKDEMEMEM&. FREMEEICHNT IESE

(ERRUVEE]
1. 21 BB SNz, FHI LT F=fE 1. 70mg/dl, F1 eGFR{E 49. 3ml/min/1. 713 mMTH > 1=,
2. SHREF 54, 3> bO—)LEE 57 BIDEFEHHET LT FANLTC (p=0. 0499) . FACT-Hep (p<0. 0001)

WFhtREgEEEay FO—LBEORTEEEZEEROT-,

3. HUH—ET 134 KRR 1084 (83.2%) IEGFEEERELz. 78 61/108 HlIEFHBRELFE

ETHh-ot=,

4. ADPKD =281+ B EMFE
® BERIEDRI O&NIY bO—LEERTHEICHE/NL., BE¥EED DRI OANEEIZHELT:.
@ ADPKD BEREMN D iPSHIBAABISIEIRETH o 1=,

5. 28&M5mmL 2014/2/115,16 ® 2 B, EE T of=, 11 DLV I VICHA T, BEEEHND
LSV E THEEV UM,
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A. BIRBE®

1. TERMHERTEEFLEERICLIEHHL
BEAZE] (J-PKD LR 1) —HFZR) : PKD SEHI
DARERE, B - 8. SHEZIIMEIC
BET9 5,

2. REBAREMIHERT APKD) 2EETR &
L7-BFrERIcEE4 2 WL AE - EXFElRES
9% ADPKDSEHII= #1125 L IE FDOEE#LiE
THIELEEBEMNET B,

3. ADPKD ) BIEHLEIEFEEDIRE : ADPKD FfE
BIZF PADI. PKD? DEEITRIRE L FiEE
RIZHDZENFMONTULDM, I PDI T
FEXTBEEFTHS I EPESEEHERED
CEDL, BEFEESMEEEICILTLS,
KIFETIEARID ADPKD EHIDEBEFEESE
BoMZT B,

4. ADPKD I2& 1T B ERHER

@ ADPKD EFILY IR ZAV-BEEKREE
BEUBARRAS BEEIZDULNTOHES - ADPKD £
FILEWIZxT 5 DRI OBEEMINENE LB
9%, F7- ADPKD [Zxt3 5 DRI DIEEZHE.
EHEREER. ERHEICHT OB /T
%

@ ADPKD $2& 3k iPS flpa = B ULMV-ETiRESR
ETILEEET B,

5. ADPKD £ =+— : ADPKD EFfIEDBRLE . #7
REMEEIIHT HREE

B. BIRA*

1. ZHERERPREZICEDIMARIFA— FFF
KTHY 2.5 FOFRIAMM 2012 £ 6 A1
T L= BB AR X8 B 8x1% b £.2017/6/30
FTTHD,

2. ERREE  CT £ L<IX Wl T, FEEIFE
BN 5% ETHD EEAEDFIE L 1= ADPKD
fE,

BROVELEE - BFUIRR B D LMK FF B AE F AT a1
20 KR,

ZEER L RIATE EHEHE (BRTE 6 fEER.
64 41) (EEHFELLEDHREHE)

T v F A% (frequency matching, &#5 - £
Al - CKD RF—UFEE)

QL BAENE GREZE. HERH. BE2ARX0E
)

IVFRRAYVFDESE
)

BT XEE (FEELSHEIEICES Q0L
AATEDHMREZRE)

HLESOETE (WOL FHERFS. FHMFS S ERD
HFERSWISOXREER. HHl. F#. CKD
AT—)

HETERATETEMER (BREEETIL)

(MRERY. IS THRES
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UMIN ERERERERZ 8% (Z{FTES R000009467, iHER
IDUMINO00008039)

FACT-Hep BT FANLTC EZE R\ -ZHERER
AR EEREME FEROFSAEICT 550
= 25%LLEDED WL BT % 25% U TDEEE 3
FRELLET 5,

201346 B 30 H : ZHREABKRT

2016 £ 6 A 30 B : BHEARIRT

B ZaEH15

MR (FERLSWEE 25%L1E) 40 4
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