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MEHECR 6.0 g/dL ITH8E(CR 3.
3 FE.
4 PEERRE (S LDL ILRXFO—)VIE).
Pz
1) LRORZEAE E7IILVTIVNEERSNE) OMAR%E
BB ZEPNERBOBMOBEARETHS.
2) FEEIAEFRROBRFMTRIBNDY, ERGMETHS.
3) FREEPEFAERFOBRFMETIIARL.
4) SRR NERE OB DEE 1605,

e oTn52,

it [ 70— VEGERSEIEHOBHLE] <
&, WHEMAR-EMMATABLU6 A H)TO
JRE I (B - %)) (2 & 2 iAo e 5 (R
2) B L OZFOEESIC X 2 REEREOSHE (R 3)
DEFLTND.

NEIZBIT B 4 70— VPREFERBEOERIIEAD S
DERLY, HANBERERSE SN — RS 7
O — PIEREEYRET A 54 2 10, TUTF
DEBYIZEDSLNTVEY (KAL),
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R 2 xT7O0—CERBEOBEDRYEESE

SBENROHIE SEERBE 1 HE, 6 T BOREAEEET

75.
- T2 | [REA<0.3g/H
- FEEBEF IR 0.3g/H=REA<1.0g/H
AESEMRIE: 1.0g/HSREA<3.5g/H
- % - lR&EHZ3.5g/H

P

1) X7 0O—CEFEFOZE - AENRYIE I 24 BFERICKY
YR NRNETHDD, BERDPTERVNBEICIE, FERFROR
ER UL F7Ft(g/gCnzEALTH LW

2) 6 HADBRTTEER, FT2ER [ WOHE!
LTBRRERSLXOMBEERDHREZSHD

3) BRIITLER,)S, REB18/BH(1 g/gCnllt, FiE
(ZHML®R§E@2 SEFHRYT HHBEETS.

4) BRKICHEWTIE, B9 ER (partial remission) & L TRER
D E50%LUEDRAPEFEETDHIEEHDD, BARDHEESE
ICIEE DR,

ik RRlE

K4 INRXT7O—CERBROES

K3 T7O—EERBOEERIGICL 9%

« 2701 RiEFESR 70— CERE

THEDRTOT ROATEELT 1 HARDHETTEEE

BELETTEEERBICESRVESGET 3.
AR 7 O— iR

27040 REBRBIMFIRESTRECDBESE 6 HET-T
b, BRERFLEAFTLERIBIESLBLENDETS.

« 2704 RikEFEER 70— CHERE

27040 REREFEDPIEEBEHR%E 2 O LR RT =
%, X704 RZEPIETERWVBEEET 3.

- SEEEREIR 70— CAEIREY :

6 HAMIC 2 O BRI 3186L7 3.

- REBSAEIKTFEIR 7 0 — CAEIREE :

2FEMU G L TRATOC R, BEIIHERGE RSN
TWBEEET 3.

B3 EE
=T 00— PR SEEBR (WEREEBRT 40 mg/hr/m2 L) £ ERHRTRES - 7L 7F = 2.0 g/gCr Lk, »DOIE
7T VIME (ME7 LTI > 2.5 g/dLIATF)
o Em HEHUA TREBREAR M 3HERLTRITH0, FLRRHRTRED - JL7F I H 0.2 g/gCr ki
" % 3EEHELTRI 0
R EE HERHUE CRBRED 1+ EFFRHRTRER - 7L 7F =1 0.2 g/gCr I EZRL, HDIMET L
e 72> 25g/dL B2 360
R HERLATRIRED 3+ L% 3 B&ERLTRTHD
A7 01 REESZS 7L RZVOVERRSHEE 4 BELNICELERT 260
| EIEEE YOEfRF% 6 HTAMKNIIC 2 QU EBR, FEEEO 12 7/BMRIC 40U EBRLEZHD
A7 01 RKEFSE TLRZVOVEERFZETL RZVO b 14 BUAIIC 2 @ERLTERELEZEHD
A7 01 REFE TLRZVOY% 4 BEUEERRSLTE, TE2ERLLELED
initial nonresponder | %7 O—CEREDREIFICZAT O RIEFIECE 725D
late nonresponder LDEIR7O4 REZELE>260OHAF0O1 RIEFIMEICA 265D
270410 REZHDS S5, ZEENGREIFEGECRIERZHIFCEY, BOBREPZATO1 MREHD
RN 70— CHERE | FEXT, X701 RHSBETISHEVED
2704 NEEFED S5, EENARBINFIEEECRELEFLEVED

FUNRIER M X T O — CEREEWAERT A NS> 1 0R T, BROTEZEMERER 40 meg/hr/m2UEH2 WiE
FREBE 100 meg/dL(RBHET 2+ ) U EZ 3HPRTHDE L TLVE.
Nephrology £ 6 fRICE 5L,
*REE CREREN 2+ U LD 3 AU BEIE. BRESHEICBLIRRICHLD. £k

BJ2.

2) BB EZTDIEE

70— VHEEREIT
SEREEE L, FoMoFERER
FENE) 70— BREBERICRR E b Y (R B).

AEBRIE TR
AHA RZA4>TIE KDIGO i+ K>+ >, Pediatric
HEBRINE CRIARER 3+ EZ SAERL TRTODE L.

RBICFRERDIEN L /B S 1T

— kWA 70— CRERBRR B RIS X 2 REBLES T
& o TSNS, Eabold, BrNELEr 7

— oM (E5EN) A 70— 8
(ZHIR B ki (e

O — B i % ¥ (minimal change nephrotic syn-
drome : MCNS), BK 458t 5k BRI AL AE (focal
segmental glomerulosclerosis : FSGS), &8 4



x5 —RM - TRERTO-EEREZET DEE

[. B - BRE - WREE

1 —RMER 70— CERE
BUNEEBL R T O —EAEIREE
RRDEMERIR (AR LAE
IRMEESE

BB ERERIFEE N

Q

o N T

A2 FT) METEERIRFERX (gA BEZSE), ENEBIERIREER

IRMEIBTEMERIRIRE R, SRR (RFEM) SRERFEER

2 TREZT7O—CIEREE

a HBC®EERE:IL—TRABER, LPHREBR, mMEX

REIES | BRALSE, U ASOBE

o N T

NSFOFAVIME : 73040 K= R, 70A707) >, EHLEE B#HAEE

BERE, 7RURERRE BE-CEFXVALR, ERNEERE2VCILAHN), NILRICILZB19, 5, FER(ZS

U7, YANJET7)

— >0 —+~ 0

BIEHRE

TLILF— - BEMERE  TER, 5, TIRSRE, \ES, FHEE

[B% | EfgE, SRIEEHE B 2 /VE SR

Rl TS5, DRIVIIY, £RE IERT O NMEENERE

ZTOM  FIRSMEELE, BEHREE BEE (BRI, BRMEER), collagenofibrotic glomerulonephropathy

Alport JEfRE, Fabry s, nail-patella fEREE, £XRMEZ 70— LEEREE (Nephrin BF), 270 NERMREER 70—

HEIREE (Podocin, CD2AP, o-ACTN4 £&)

Tk 4 KWBIR, —#%HZ)

(membranous nephropathy : MN) 3 X O, s %
BRARE 28 (A4 oy 2 Bg5a R, BRI
wEAl CEAREERR) chDH. T, kAT
O — VEGER L A R R, R R, RYYE,
T ULIVE— - EEERE, JER, SR, R
SV L THAET 2 (RDE) (BRI TlE, RN
FHPERERIRE KO (C3BRE 2 &) MBS 1,
F7:, Clq BiER EDFEEDHEREINTNED, £
Tl are AR REREMS L E ko TWn
).

O XD A EIZ19004F LT L W iThh, 512
1950 SR LABEDOE A OB A &L T, &5 I1ZH15
FleshzdboThs, LrL, ZO5EIE—RE
TIIHHIC L AT EHE 2o TBY, L )EE
TREEIE X T = A L RTGHRPUSE - Tz WL 72 b
DTIE RV,

RIETIR/NED A 70— Vel 2 &I, 15
RIEEETH DL ATOA IS 56X 55
FAMET s hY, SSICHEETERICERTAL0
MNEWAT O A FEPE A 7 0 — BREGRRE CldEE
FRIRANIED W20 - 7 b AR
PREENTWEY ().

3) JREREIE

FIEBERECILREORER, K7V 7 3 Y IME -
REOIME, &L CRiE, BRI, REREE,
BEEMA R, WEREER EBALNLDS, £
DIFEAETIZOWT, BEEE SN TW 5 HF % 5
¥

EHARERAETIE, Ma4g/dLOT VT I Vv EEH
TH5I0LIEVIMEZER L TWAHI2800b 5
I, 7NV TIVFIHICI2g BRI NLIZTE
T, EBEENZTVTI VL FDIEE ALDENR
HMECTAHTY » - F2E) VIiZ X B endocytosis (2
LDFHEINEND 720, WREMRIRT VT I v &k
30mg/HAKGE %2 %, WAETIX, T OEMKMET
DTIVT I ERIRO BB S Y, TR
MEDRER A 7O —EERELL LEDFLIRB SN
TWaE2Y, £ Dx 70— VRERETIE, SRERE
R AMNE (B & ORI DSTERC T & SR BRIRARET B &
A v MEOHESHMEIZL ST v — /N THEE
R R BE ORI E R JE R O R ) v MEO 5T
BilC & B4 A XN THRER EOREPERE S
Twa7,
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¥BEFROTFLI |

eEREERE

CREMRTOA FESUEXTO—EERE? | [ =
« HLA-DR $#30&EF 2 > RRETHR

2704 KBE

[

|

SEIIHI R —RMEXF0OC K
* 70— EiERRE

EE 2704 KESMHE
% 70— EERE

2704 NEHRMED
%R

ETya2E

ZRMEXTOA FiEE
* 70— CREERY

T

f)“‘%b\ %

N %>

REPBER2 KPR 2

Bt %
= |

Ric& L Rit& )

BRI | EEECER

| BT RRLF

K1 RESICEGFECEDVWERATOC RIEREX 7O0-C0EE - 77 N LAEENSD

Y (IBINRDHSE)

RIEBEREICBU BTV T I VIMERIED A H =
ALTFEFFRANHTH L, b HEHA, TVTI YV
AIRAFICIRHT 2 2 EDEERNTH 5 2 & ILH#E N
BV, FTOT IV T I VEAIZRER BN 5
T97C, FERE, IRUERIRGE SR BRI L 7 &
D—IOFEHETIE, 70— PHOLEEHRD
HoTH, MFET7IVT I MEIEIEEPBEERTICE
YEBE1H Y. JFTORMIE D REE 2 IS
BEIEVET A N A VDY 7 F VD AIEBERT
HCTW LIS S HE SN TN D,

TIVT I VPSS EHORBIEEE L 2D
L. REZOT) Y ORNTH, FRIGTEONS
W IgGIZRAFANTRIE LR & 72 5. & 5 125 -
WMAEREA(TyFrury eV, TTIAIAS
¥, FREGY, T (B, 8, HEM KA &N,
FIVEV(Z)RATRTF Y, T3, THREF IV

(E% 30D DRB~DORHEL AL, TbD
M LAOVIET L, SNBHY, SRR EE NG w
g (FUIRIR BT, B RHHRE, &), a2,
DIRGE7 BB L TWA T EDTRIBENT WA,

FEOTHFET & L CIRBR MR O T % 1k &
¥ 5 #% % (underfilling i) & Na B8 12 X 2 FEBR MK
BN D BT (overfilling 3, & A WIXE M
Na f78) O 2 OB SN TV DS, JRIKNEERH
RRUET V7 I VIEDOREE R L) ICL > ThEDH I
Betidid 7.

K7 V7 3 VIGES £ 5 MEEBEIE &R T IS X
0, DS MEANORGAE B DR AE S AUFEE DT
BENS. FEICAERERMEE ROz L =
VeIV F Ty TVEREATT Y R(RAA
F), EMRERITHE, PURIRA IV E ¥ (AVP) 43k



R, DB YT AR T T R £ %
JRAIETOK - NaFIRTLHEDSAE LS. b X
B RN &I & ) MEBERET TS
SIS, MERHEEIC BT 2REL - FKEE
DAHENZ L ) ZEAIIEE ST L L DEZX S TH 5.
HEIciEbo 6L <, F72, RAAFRR AVP
TR EERRDL L, TIVT I vRGIC X B3E
MUGET DIEBIOHFAER LI I NS 2T LR
LEZ N, — AT, K7WV T I VIETIEAHA
MEOBEREELET LTSI L, 270—F
FE G OGHBAE TIRIME 7 )V 7 I Y EDOE DT
IFIEIIIET B2 2 e NS N L En s, FEEIC
&, BHREIIEE T, AlromER TV T I Vil
FEMFET7 V7 I v<1~15g/dL) 22T 5 L9 %
/NEALEE A 7 0 — CIEBERE 2 SRR S NG A 12
545 THAELEDEZLNTNS.

Overfilling (B1$7 M) 7 ABTER) 81

PEBRME RIS IE R D L <133, BEREFRT
EBEE THEAN DR EIRE SN D L DOEZH
THb. ZOWTFELTiE, ONa-K ATPase &~
TOWEEALR, EARMETOT I A I O
H7e SRR T 5 BB Na 7 v A VoiEHE bz L %
Na BN OTLHE, @Na FIJRSR 7T FAD UG
TIZ&L % Na PRl SE, 2 EDMHESN TS, &
BT, HEIC, BRI TEIC B W TIE, RERMAAR
EE T OKIEEAEDLT (filtration fraction : FF 01K
TG LTWAE I EPHEENTVS,

HERE LTIV — 7R %0 5 FRIED T
BERTHY, RS NDD, TV T I v HFHNIZHE
LCIEAREDTEH SN TB 5T, EFF oMM
IR S92 WREMERC, BRI R) R O [ R G iE
A7 % EH HRERIIIIHERE SR w
4. BREEET (BBER SIMBES

FEHROFFHAEER 20 BB TIZ D %255 2
LRELMONAFETHY, K TEEMIIE
LWVATOA NIk, &5 WI3EGE A 70—
PREBERFIZ B W TIIFEREIEIC BT, BikhekE
EWRRD SNDBID% N2 L DDA ED S DOHET
LWL PII - TW B (R, EME T4 - A0
JEDE & ZH7) .

ZR £ (acute kidney injury @ AKID) 2 &4

BB S, TS I2IE, BRSO R (S
ITHSRERIRE 95, BB RS D) IS oo, F
PRI X B ERIME AKL BSUEZ 2% 351 o,
NSAIDs, # )V ¥ =a—1) Y HEHR & oK
AKI 3 & 575, 70— BEEFBAMRIZL S AKT
bdhb.

BEIC, BUNZEALE 2 7 O — VIEEREC B W CRIE
N3N AEELE L, SERT VT I VIE
REE, B EN) AL ELTHE TSNS,
AKIDOJFEK & LT, FEHKIZBIT S underfilling
HOREIZLLHDIX, HoTLITL—H(HER
TIVT I VIE) EE 2 SN, EEEARISIERO
TV Rv) 1 7% & & B A UE sk o B i R
MEEEIHEESNTBY, Bk - B VwHEE
R, BIERERBIGEL TR E L TWAHEI1% N
ZEDNTORFELFFLTWBY,

AKIL I3 ERF CORMAEREIELERNTH 5
CEAURENTWBIMD  bAtED S O TIIM
INZEALT A 7 b — BEERE 53 BlH 20 B (37.7%) 12
AKI %588, 4 AN OEEERERE % 64% KT
LT ENWSRIZERTV B, ZhuF, Y
JEY A7 OFEWERHOATHA FBEEEHINIO
BHBHEV) BRTEELZMETHL EEZLND.

AKTIZHFE /N A 7 b0 — BIEBEREIZ B W
T, A 70— YiERKEBAROEMBIZL ) EHEST S
ZEMLVD, MlZ CKD T A28 0H D),
AT 04 NP S 7 0 — BREGER TR E DS
VETH B,

5. EEERIE

HLDL 2L AT U —)VIERLH MY 7)) 1) F
MAE ISR SN REREEL, 73— CIERE
DHWIEMEIC BT L2 BEFRIIETONTnwLEB
D, BEEIrOEBEICROONIAHETDH .
HDL 2 L A7 10— )ViZ—RIEH TH 555, Hikny -
BB RE Z AL, oL A7 00— VERREE X 72
9. ZORBIIEEIIETHEHI N TS, SR
522 X 4 lecithin cholesterol acyltransferase
(LCAT) RZERIMIE T L A7 10— )L T X7 )Lk
BEHOEME R EOMGARES TV AW, Zhb
DEFIINEGE, KEER, BIIRTE(LIRMES 212
DhN LI, BRINCHEHET 2551213 A 8 7 o8

- ST - R —

VR e it
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F 7 &I & BEHRE O MET S ND A, HHIC L B0
ER TR FHRUEDRIL T oICRE S Tw
s,

6. RERBRER (RETEIRRE, BhFFikin

F£7iE)

A 70— PIEBER CILBREREROREICLY,
BERETTHEIRRE & 72 ) BHERIRIMAEAE D 1) A 7 DSBS
HIENBEDLNT VD,

MARAE DS THEIC X > TES D ENL L, 3§
IR IMARRE T 7~40%, B HIRMARIE T 5~60% &
ENnBY. 727 %< (B0%FEEE) I ESEIRT, 4%
7u—YEEIZCT 2w L72Wa, 35%IZPEH
BB IR 2 872 L $ ML H 510

MARFED ) A7 & LTI, BEMEERE, SEEAR
Q1 g/HEAIZOE, #2027 EA), EERK
TIVT I VI (ME 7 V7 3 v <28 g/dL) 7 £ A8
BT 5N 51718

RIFRENLEEE R & B RDINT v A FE (RiE O
T BFEOMFEN X B EEZ SN, T4 T )
FURIl, V, VI, X, 7 EOBERNT AR
MR RANOHEERKF (7 > F ey ¥V, i
Rl T O 7 A 2 S)DiE, MEREH(TIAI/
FOOREa T M) T U, & 52
AMERERETCHE 22 &2 2 5. SHUSINA T, 1A
WIBKIZ & & I EME, AT 04 F3EER EI2XL 5%
BB TTHEDHE Z AR EE 2 5N B,

H AR AR 1k M55 4312 X 2 [l e 28 e /R 0 i IR
Mg i (IR IS 64 E ) TR 7 4 B9 4 v 1#9C
&, 7O — VIEEHIINEREED R CTHERE
DY AZEETHY, FHEE LT, REBKD
B R by F 27 H D WIT B RBYZEREEEET
DXICAVHETESI N T 5. PrdEEEE I X 5 e iE T
BildffbdEfH < <, FHHROTET Y AL~
DEWVL DRV, FO/BBEOEKRILEET L
& NA ) A ER TR S 5.

7. RIEEEIE, RIAE

70— PIEGEREE IEAYEDE ) A7 Th b
CEPHSENTWAY . SR N R 70— B
HREBHORRE L TEIHEIXEETH ), RKIDb
PETOREIZBVTIE, & 70— BEREREZED
FEIR & U CRCE IR IS Bk IS BV ClRE R

FEDTWDEZEAREN TSP (FI 2
[TV - GBHE] OHZH).

CoOHBE LT, RBREIHEIKy 7T ¥
IME & AR R 72 SO T X 2 ME IS 5
T TV = VRN R, Ml fRE Tl R E RIS
RETEEEZOND T VSERUBAER, BIE
BEATOA FELREIHEOMHIED TV
YNER, B 2 SEREEREIDENC X 2 HIET O T O
WELRENEZ LN TV,

JEASEDIERE LToy Za 7)) v EAEIOMFIC
B3 27 v ZEEFEITEND, Ky Z7uTy) »
ME % 29 2 BAEEGSE IS B W T 2 #E L T
bEweEZoNL. BB, BIEICRT Ly 70
7)) VAN OFHHEEOMEE R TR LIEH S DO
D, TEF VAL UIIEND),

& SERRER

SCHL I PubMed (¥ — 7 — F :nephrotic syn-
drome, etiology, cause, pathogenic mechanism)
I2°C, 201947 HE CTOMIMTHRE L. 25612,
PVENR L TN Y R —=F 2L DR L7

* SEICLETRER

#1. BABEFEHERES ) 58 5 H MR $ TORRK
FAPISRETHE 2 i, FORCE SR, 2000.

#2. PR 31 S ZIE A @R ERT s i B (AT B TR
Wr7egisE (TR U IR JE R 2E) ) R Jesis &

#3. HARMAR M2, il R 285 /158 0 i IR LA o iR 1T
RIEARIE) PRI A R4 .

< 5|3k

1 EAEG B A GRS IR e FE AT HEEREE ST 5
PATHEZEYE AT 7 U - YIEBRES RS ATu—¥
FEBERES RS, H B 4RE 2011 ¢ 53 79-122.

2. Kidney Disease. Improving Global Outcomes(KDIGO)Glo-
merulonephritis Work Group : KDIGO Clinical Practice
Guideline for Glomerulonephritis Kidney Int Suppl 2012 ;
2 1 139-274.

3. HAVNEERR SR DR 7 0 — CRERERED R

WA NTA 22013 W& AEAL, H I, 2013

Saleem MA. Nat Rev Nephrol 2019 ; 15 : 750-65.

Dickson LE, et al. ] Am Soc Nephrol 2014 ; 25 : 443-53.
Russo LM, et al. Kidney Int 2007 ; 71 : 504-13.
Brinkkoetter PT, et al. Nat Rev Nephrol 2013 ; 9 : 328-36.
Praga M, et al. Am J Kidney Dis 1991 ; 17 : 330-8.

Gupta S, et al. Front Physiol 2019 ; 9 : 1868
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10.
11.
12.
13.
14.
15.

Meyrier A, et al. Kidney Int 2018 : 94 : 861-9.

Waldman M, et al. Clin ] Am Soc Nephrol 2007 ; 2 : 445-53.

Chen T, et al. Ren Fail 2011 ; 33 : 144-9.

Komukai D, et al. Nephrology (Carlton) 2016 ; 21 : 887-92.
Vaziri ND. Nat Rev Nephrol 2016 ; 12 : 37-47.
Medjeral-Thomas N, et al. Clin ] Am Soc Nephrol 20149 :
478-83.

16.

18.
19.
20.

Zhang L], et al. Radiology 2014 ; 273 : 897-906.

Barbour SJ, et al. Kidney Int 2012 ; 81 : 190-5.

Lionaki S, et al. Clin ] Am Soc Nephrol 2012 ; 7 : 43-51.
Barbano B, et al. Semin Throb Hemost 2013 ; 39 : 469-76.
Wu HM, et al. Cochrane Database Syst Rev. 2012 ; 4 :
CD003964.

S - el —

Gt +

WEHE



@ 5 - BRI - PR

) IERRESORSES

—REXR T O—CERBOETEEBMERICIE, BN RXTO—CERE, RIRDEMERIKEREL
E BEUEE REEEERKEBELDHD. TNENITRFENS JUBKRNGREDIHS D, BED
HISBERICKDRIBEBFNFARZE > TEINS. ENETNDEBODICIE, HEHIRLEFAL—
REDEDE, REXPEHREINLFHLREICER L TTREICKRET 200D FET S, HF, KR
DRENDERHPELICONT, ZOFTRERMKLL TS,

1) WUNZ(EEIR 7 O—EiEREE
1 =

/NZEAL T A 7 O — B JE B #E (minimal change
nephrotic syndrome : MCNS) i, HASE D — kM A
70— YIEBEREORK 40% % 505 HEELREETD
%, RERIRLRE ORI E B TUAEIREEDE U, IR
HEOFVEHREET L. BIBEEEATOA FEIZ
3 A RIBHEIZRIFCTH D, 90% LL 1 JER] CEif
IZEBYDDS, FIEAH 30~T0%AEEE 12 A 5N 4
FIFFEER° A T 0 A FKFEME 23 2ERHL A D
NDZENFERMELR>TW5,
2. ®EA
IEMEZRIRIRIZIE S 2 Tld e vas, —/E LT Tl
fADOFERESE 1 X 2 SRERIRARER O & & TR
BEPELLZEPMEIN TS, FEEE, BN
B, 7T INE—MERREET 5 BETORIENS <
Ao, IgE BEG-T5IRT7 L ILF— & DOREH
B Twsd, —FHT, VYX T TVENRIE
BIDFAEST 5 2 &6 Bl b B5-3 AW REMEDS D
D, ZOFE LTI THIRSELETZHA M A
Y DOZEEP BT 5 7 E OB EMEATRIE
ENTVDE, LE—RETH DD, 74 A K
RIFATOA FRE R EOHH], kT F

) 2Nl EOFEMIEER T LIVE — L EICAPET
BT ENHBY.
3. B¥

HARBBFERASL Y A MY —(Japan Renal
Biopsy Registry/Japan Kidney Disease Registry :
J-RBR/J-KDR) (2B $5% & 4172 29,495 5 O fFHT T,
BEMDSHEAT S 7z % 7 0 — PIEBERE I 6857 BT
HY, 9B 43T RIS —kMEA T 0 — BIRERET
Hotz. TO—WHA T O —BIEEFED 9 H MCNS
WS NI L DI 1,78141(41.0%) TH - 72, /NE
HMo—kMA 70— YERERED 70~80% % MCNS
HhED, FRELEDICZOHOLZEEIIKTT 5
25, 60 LL EDOFARUIZ BT H 20% 0L Ex EdTw
3.
4. jRIE

T PSR L, SRERIRICHT O 2 13RO
ST, HOLHURETIZRE 0 7)) v RHR DS
B A TR, BTEME IO T AMED R
ROHEDHRNSHSIND.
5. fEIR

BRRIOICIZ 20 2 SIED B CH ), 2RO FhE
RELTIEDNL . BEORERIARSIKT VT IV
ME, TRERFELRD SN, WEKOEEZ &7
T2 EbHDH. BAIIB TN MR A BIE S



N5 Z LI TIEZ <, #20~30% 12 Hiedy ST
26D SVEEEES S TEALD Y, O R
JRFELTE, wmilm, B SilE, SEEER
DETF LT 29,

2) RIS EMERIRFE(LAE

BR84SR Bk A 1 AL JiE (focal segmental glo-
merulosclerosis : FSGS) & i&, —# D5 ERIK (focal :
HR) O—#B45 (segmental : 20 EiM) 1L % 726 A
LWV ) REEREF R4 THh S, Tok, IR
IZATF A FIP A 70— PREmEE2 235/
A7 — YR OEE 2L 50, Ok, SF
EF RIFERICH] & Fev T TR B E AL &
ET55008E SN, Zhd FSGS DFEAICNE
ENAH Lo, —RHETFSGS i MCNS &7 U
L9 REEM - BRIGEE L) 2255, LIFLIEA
THA FEPEOREEZ &0, EEISRKEEAS
2D E Y EL RN 70— VEREOREEE
Thb.

— WM FSGS OIE R IO W CTIEE D 72 BARH L
o3 n3% s, MCNS & Rk, £& LT THED
PR H ICPE O SRR E MR E S EE LT O 1
DL LTHEINTVS. T/, REEARERME L
B ARERR DO IEBRBYAE &\ 72 AT I F A E N &
545 &aNnb. —KMEFSGS @ 7% 3R Bk
TR DB 3% 81 % TTAHE S & BT 5 OV R T
FREIZ G L CW ARSI S hTwaY.
DM, BHHFEDOT A INVA, K], EAEEE, Wik
[y - BERERYBIES SIS 2 &R FSGS DRI & 70
D155 (%R 6)7.

J-RBR/J-KDR Df#MTClE, BFAMAHAT S 7z
— M A 70— BREMRE 4,367 Bl 9 B FSGS &%
Wi S 723 D458 BITH D, 105% % (5T 7z,
F72AER AR I L CUE, 10 AR /NI 1
14.8% & LR 60 B EE D% 8, iz B v
T8~13%AREEZ O T WA,

[. B - BRE - WREE

#£6 FSGS ORED%

—RMFSGS : RADRERTF ?

TR FSGS

- G - BERBRR BN

F702OFSEHES DO FEEER 7O DN L D)
Oligomeganephronia - BIEHERER - BE - BEHA
£ - BRREERMESE - RERFEOREE - ARNE
PR - IBMRSAEESIEHE - MIERICEESEL

FEICER 70> OiEDZE#ELBZE VDO (MTEREIC K B)
BIE - REF (3 IBEOMELAZEERE ISR LEE, 2
IREEre, fu\nie, BEIARERE) - AL - BIRNEDIEN (R
F1—ELRE) - F7 /) —EHEREOER - SHIATRIER
&Im

< 1) REGE
HIV1, /NILARI1ILZAB19, EBUTILR, B4 M XHOY
TR, X720 T714)L2R

- EEHIE
ANOAY - A>9=7z0Y - UFIL - ERRZAT #%—
NeALDZa—)VEES - FERTOA RIBERERR

- EEREE (1) >/ V)

- EDARBMAREIC & DI RIN/NT —>
BRIBTEMRIRIAE R (IgA BE, L —FXEBR, pauci-
immune BURFEMFBFERIMABR) - BIGEEE (Alport
FEIRES) - MRS - AR MERU\INEE

IR - BIGH FSGS @ (Il 287 4. BLZIRESR)

FSGS OFEARIFZL, FRHLS 725k EkAE D 50% LA
TIZRRO SN B HIMEMLTH 5. EITEEL 2 2
T2 REREDPHFIRICHFET 2720, HEMZIIZE
WTIXEIZY 7)) 2 T ORERZ R ORI & &
L. BRI, REZSOT) Y OLEEROR
WA D LA, RELERIC IgM % C3 DL % 320
L2l Ml v, 2L, REMAIEEEEOE B
PETCHEIZ X B E0 TEADYAAA L) JEFRRA
LN TRATH L. EHEPTRIZ, L2 EZEED
HEDFED BN D 0, FSGS OF MM AT e L
T, ARERMAEAMNE O KB (detachment) 25Z5 17 6
% FSGS Ti, WELEMNICBIHEND 550
i A1 434H (Columbia 434 : collapsing, tip, perihi-
lar, cellular, NOS(not otherwise specified) ® 5 >
O variant) 73 D'Agati 512 & DIgmEE Y 34EH%
DRI AEHEITRIZ, collapsing variant 347% &
ROFHENETH LT, tip variant B 7% & i D
FHEFTHY, FSGS DKL (68%) % 5 %
NOS 3 20% TH 5 Z LARENT WD,
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— KD FSGS 13 Z IR - #IE - REIEINZ &2
TEICE L CRIES 5 2 D% <, FEERIL MCNS &
DEHIDE L. LA L, MCNS &idEy, IR
PEEFR, BEBEEAMIMIR, ST A S 5 HEEAT
m<, AT7uA N oOBRKREE2 & 5 2 L2%
Wy,

3) RMEE

R B VSR BRAR L IR b R T A~ D S A AL
BIXVELLERTHL. DEEZIIBVWTAT
O —PliEEHEZ 2T AREO L2 TROUHEELS

Vo kB SRS ), REOREKE LTIE
PEIEYS - HCRRIERE - 34 - BAYE R EHEET
5N5b.

2009 4EKE D Beck 5 23— IR ML EHE O R A Ht
JiE LT, SREMFEMIICHEE T2 MBAZ KR
3 — ¥ A2 2% 1K (phospholipase A2 receptor :
PLAZ2R) % [dl% L L7z, 5 1%, PLAZ2R ICK§
% HOPUK (F12 1gG4) A3 — R MR BHE B E Oy
0%\t L 222 L 2R LEY. F/2, ZoHD
PUAD Z IR E R 2 O BE T S
BWZ ERLZIN, $Biko k9IS, SRR
FRETH L 2 2003H) H 52 & 75\%, Y

BV TIHEELBRAILETH S (CQASHR).
HOHEORAETIE, HARNDEMEEEIZ BT 5 1
DY TR 0% TH 5 2 EAHE SN T
W F7- 2014 4E121% thrombospondin type 1
domain-containing 7A (THSD7A) & — R4 BE14: BFHAE
DERPETH Y, ZHIH§ 5 HEHRIE— kM
BEIEBE B DK 5% ICh k& 7 5 2 L bl s
TwaY  Zoff, aenolase(ENO),
endopeptidase (NEP)'”, aldose reductase (AR),
superoxide dismutase 2(SOD2)'® 7 &', PLA2R Lk
M OEFBIIT 5 HOPUADETE b #iis ST
5.

neutral

J-RBR/J-KDR |2 &k & 17z 4,367 N O — kA

70— BIEGEREERE QAT TIE, 36.8% DREHI D
WERECTH o7, 72, 813 ADIEA 7 10— Bhiefx
W2 & OIRMEEHE G O T Tl 779% 03— k1T H
b 221% D3RP EE JRR & LCTid 7o 7 3

2 X BEKIED RS L E N IR ERE
%rw®$ﬁ$ﬁi&2mf,$ﬁ%m%ﬁ@%ﬁ
13 76.7 mL/%3/173 m* T - 7219

ARG ClE PAM 4efty CHRERMAILIEIED 231 7
TERR AR, PAS Geto THRIRMEAREF O OV A
JEESEE SN S, Lo LAIZIE, ZoZbhs
FER T2 OUINEALEEE OBV EE L VW L b H D,
HIEPURETIEE & L T 1gG OARERMELRER
N F AEERCRIEAEDRAON S, 1gGHT 7 T A2
DWW, —KRMTIX 1gG4 BSERTHAH—HT, JE
BEAZREN T B BEPEEE Tl 1gGl & 1gG2 S ERTH
LT EPHESN TS, £ 04 C3 b HEED
i a24 5. EFHEHEEPT IOV TIE, Churg
DAT—VHETT ~NIIZHESNS.

Zifo 7z

HEPEREE O FE 2 ERITEBIR T, 8 70% 55+ 7
O — Ve 2959, %7D~Er@ﬁ%%¢
LHEaTO—RICEEROBEMIX TR, #
7 &b BHiL72 v iz0, ﬁté%MEﬁr&t#
REFROZ T ERAZ D5, MRITEE
BRI ENSVE ENTED, JEESEEETHE
R 12 B3 A AN 7R HE 0 4 E R A TUEAY 40% 12
MRAEED 5ND E V) F—F PELNT WD,
HAKZERIRDEERT 2 BAREROKEREZ L HZ L
A 20~30% 12 & B2,

4) BRIEIETEMERIRIFER

L2k 13 i 1 % BR AR 45 (membranoproliferative
glomerulonephritis : MPGN) & (3R B AR 012
F & U TRIEREBMIME SRR O Z B 2 ) SRER
445 5 BE o B JE (membrano) & #2550 il i, 1 5l
(proliferative) = 5§ & 3 2 WHHRGE * 29 5%
BRAB RO L IR, —HT, Fﬁiﬁ)’l‘ﬂ%r ZEH
L7 B L3\, il 95 & 912, el



ERENTEHO, MEKENTLHLDOITMZ, N
BEEDHREBE TR SN LHREL LT, M
NMESE, PU) v IREPUREGRE, ) >V,
GRS L2 A S MPGN 256 5%

J-RBR/J-KDR DT Tl&, MPGN DFE 13 %45
RIZEDOENE. LaL, —kE - ZREDRITA
%L, — kM MPGN (% 8~30 At DO 4ERE 2R 5
N, FNURICET A 0T E A EPRET
HHEENTNHE D),

MPGN DERRGIIMRIA <, IRITRORES 28
FTHY), 7O —-VIERBERLEUBEELET S
FEGI D S, BHEORKBELY - EHERbH D, J-
RBR/J-KDR (2 81F 2 —k % MPGN O 7 — ¥ Tlg,
20 BMARMICBNCTIIEEBERERELZET L2 L
% <, W65 L L O RS Tk A 7 1 — BHERE
BEETLIENL VN EPHESATWED . M
WAL TR R ME DSFRD S5 Z L 05%
v

WP BEm SR AT L b, SRERIRARERBE O IS (i
DHFEAL) &, FEROMBIEHEREL L ET 5.
Mesangial interposition & FEEIL S, SRERE LK
E A DRI ~D A3 > 7 28010 (5 ViR
M) oM A X ) RO —ELAA LS. &
7z, BEIEVERZSIE A X AMilaoE s & I
JRFTCIEE L7 Bk~ 7 a7 7 — D12 & BNl
DOMHFIZL DB NG.

MPGN (& F A EF BB SE & 2 P71 /L oK H
5, TRLO3IWEIIHHINTE /2,

MPGN I #l : W B LAY ¥y 2508125
BTEEIREW RO L. ZIkEMPGN & 2 D#l
REDLIENS.

MPGN I % : it dense deposit disease (DDD) &
IFHENTE72bDTHL. AIE - RME B LUK
U CPEREIRIZG o CTRE TR ELEW 2SERIR
WAL TV A EPRRDO LS.

MPGN A : T BRI E SN2 2%, NEETILE
WEEBIZEETIZSREMDRASLNL DT
5. BHEPTRIZEL D, Burkholder variant (NE T

[. B - BRE - WREE

AL ERETILAE 2B L 3 %) & Strife and
Anders variant (N T k& & BB T iLAA IR ERMGE
RIERBFREOELNEZ D ) ICHHEI NS,
—FCREMRRFIFT R IC oW TiE, T#T, C3
ko ra 7)) Ytk s, TH - MR
BWTIEC3-RErur) »y b IlhEE %51
FTTHo 7oA, FEBIZIE C3 BEMEG D RERI AR
LTWa eI TWE (TREH).

MPGN (37Ck, JRBAHAR AW Z L2 HtE L 3 5%
W Thl), FRGTELEAKRTHL. —F, WHiEr
ZRELHE LT, TSR I miiaeE
BE)DVESGTALDE, fEIO 7Y YHEE T
LH5DIZHETAZENHKALNT D, [EE,
MPGN I #(DDD) Tid C3 Bl ik # % =6l
%L, MREREOREDPTREL LTEZLN
TV 7275, [AERIC C3 HAliLaE O ERI T MPGN 1
B-MBEZ 25250 EHS N, C3ERLFIENS
IZE o7z C3OADLAEZRIARIREEEIZB
THIREE R\ BEE 2 N T O 5 T B8 S s
ENTWRTZ BB E 2, Fakhouri & 1 3H0GHA
FERTRICE Y, g a7 ) v ok el AR R
DT (Clg, C4) DLAEELEHLIIZCIDADILAE
%O B4, 2k C3 glomerulopathy (C3 &)
LIRS 5 2 L RRIBL2P . 20k, C3IBEICH
TLHMREEFBHME SN, C3 DY EL T
S, fosgEsra7) v - HHAERORAER
T DY EA TG AR RO 5T H C3 BYE & M-
MENBZ Loz,

CIFE TIC C3 BHEIZBI® 3 2 i A ARG S
E LT, BETREICRERNT S C3 otgieEeRZ
39 . C3 1 X 18 C4 nephritic factor (C3NeF
C4NeF) D IHHY - B WF12hF4 5 HOHu4™ - HIF
F3) %0 H JF-BIEE 1 (CFHR) Y 0 58 7 & h3isy
INTW3,

Do X Hiz, — kM MPGN & — &R 12l (A4
DEFINNE) BOPREINODOH Y, SHOF
Wi BIROHERICO DL LB IR TV S
A, CIBEL BW SN BED ) b, BiETBEDN
ERIZFEE SN DL DIZ20%EETH Y, flFE e
DBEBEEELETH CINeF BHH EN L Z 2%
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BP0 7 b, C3 BHED IEHEZ TRIERIAIZ 13 & 72501 B
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AEIRS « BRPRAEIA

X 70— CERBOERLER - FARRIE, BTOF MU LFEREEPHRPOTEICH S KRE
BREICEDEDTHY, FRFRBICKVAREIIHKE D5 EFICIEH+ kg BIEMTS. #MRNARDD
5, MREERDBEAIGFECHEKELR > THRN, MREOEMEEMEE R >TRREEIND.

SEZBRTIRROBILEHPEIDKLDICKY), BIEMERIKAE R ORKERAPCBERFIRMISED S H
BITIXNIRMMRZERHD ENHD. WINRABLETHEETINT I VEEE USBATIE, R

ENETHERTZIENHS.

X7 O0—EEGRHIIRERICKY, REFXPRUELLUPTVEDOEBUIZVEDDHD. T,
RIVER T LI F —EREZBICRIET 256D H5. FHICHMEDR7O—EERFICHEVT, —K
P EZRERKPRBOERNDPBETH Y, RETIEBIVERZRDDZEDZLN.

1) FEEER (FE, HiEK)

71— BIEGEE O TAEINT & 2 (R =B AT 7
&, MIEINEOIFRIZE 2D TH Y, SRR T
SERMEFED R O TR R TH L. FIHEIIFE
DIERTH LIRBE N ST 5 2 &L, RN
TEAOFZEZ LY, W RRRLALE ERIZIED )
Mg & b ) S IED BN 2. BEKE %
ET25E0H 5. HREESRICHEN§ 2EIRE L
CTIIEER, o7&, TR, IR &)
HhH. Tz, PR, EFORR TR EOMLEHE
REAONL WD LD, TNHIIHEFEIC X
HbDTHLURMEND 5.

2) ®MmE

70— EREBERE T, # 10~60% DHEF] THAE
FRICEMEZ RO 5. I, SRS EIERERMATEL
JiE R B P BHE CUESSIERR IS B L 2 29 A HE D
WY F 72 REILE T EA5E A LT\ A non-dip-

per T H NZE B B % 3060 52

3) RER

FEE L L COREFIIHOL TRV L2350,
FEEMR TIZROEH % S22 % WD, RO
REFRNWERKIC L B IROWIEBEPELD L) I2%
0, FoIEMERERRE RIS & 7 b — VIR
O FEAEMI R BB E IR IMARE O & P6F1 T iE, WHR
BIMLR & 520 5 2 e Hid 5. BNELR 70—
PREMBERE 7 & CEER T V7 3 VI % 4 U 5 fdl
TliE, REOERTOHETLHZI VDS,

4) MSFE

TROFE DA, B, SR - BUEN D HY;
a1, TROREFIRISE 2 58 ) LEFH L. 0D
£ ZYpeid, MAEBH PR &2 X 2 ARED
TWHBLETH LD, HiTlEd 505, TER, Pk
BOR, PURCBIIRY 2, EICIRERIRIA® 7 &1 AR A3
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FIETHEbH 5.

5) AT - FITRR

U/NEALTL A 7 0 — VR B R R E SR B
EALRE T, LI LIE&EM R (B H ~ 8ol cEAL
B)FNETERET 2 D10t L, TV 8 R 9w 1
BRE 72 & CUEFRE IR (BOE~B H) Th 5.

70— VIEBER, RSN LR A 7 0 — B
BEREDFERER I C T AR IZE D BB P E SN T
Wh L OERE, BUNEER R 7 b — BIERER CIEISE
IZHEATLTC, FRESCEBEEIGED 5\ ITEY T L
WF—=%EOTVVF—ERTEL TSI ENDH
0, TNHIZHED RIEREDS, 70— VEBREROD
FAETHH & 7% > TV A WREMEAER STV 557

6) TRMERIKMAIRE & DRI

70— BRERERE, 522 EREED 2D
D% —KME, FREEZ 2L 0% RMEIZTHEY
% (RIIHZH) . K265 UL Lo miing + 7 1 — X

BRI, BERFEREST I 04 F=2 A% &2
WA B D 5D 5 EE&H 8 <, BEMRAT RO
A5, FHIMEA LR B GRAEZR & &8
BRIHIET L, W 508D DH 2.

TR T O — CEGEREE 8 BRERE LT
(&, FEEL, BIETREIR (BAENW, BIEIZR), MW &
O, FEERCGERE, HYEEE), KB L0
HORRRRERE S IR (RESRE, T R 2K
T LIVE—GER (W, #LBE), SOBAER (Bl Sk,
TiASES, ML) 22 &P sh s, s eIk
M LHIEEL, B, ZEMiEeE mEx 7L
WF—PEREZ 120D kA 7 0 — IR

vy, >

HE) .

< 5|k
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X7 O0—EEGHTIIZHEETHZE7I T I VIE(REBWE), SEEBRY, MHT5EE
EEELUNZELGRERETRDIBOONS. B, RAROBHBREEXT7O—CR)IZHERD
EHICERTHS. MARERRE L TE, BHEERE, ERERY, &E - R3EE &h KL
VEEREPBDHOND. £, REMBFHEE SRR EEAKRKICKBOEICEEZTHS.

1) RFFREER (X 1)

1. EB8kKR

70— EREFEFTIERkE GBS g/HUL) OlRE
Hz#o b, REHOWEEE LTE, 1 HERIZ
FVEETHIEDNET LA, FkBE TERD
WEE 2 E R, FlE 7 & CIEME 7 SR R 8 2235
A, ToOMREIREL LT, MFROREH -7 L
TF = H(g/gCr) MERTE 5. % 70— EHEMRE
BT, BERFRICBWTIIIREN - R LT F =~
W35 g/gCr L E O 4 b %R 35 g/HLU EIZH#E
T ORI > TV DY,

AR OIS (selectivity index : SD) &, IgG
EhNT AT Do) T T AC) R
(CIgG/Ctf) THIE &N D, EWHFIE, IR (ST
<0.10), AR (0.11=SI=<0.20) & UK
FIESIZ021) ZHIRE 2T 2 ER T, £hTh
100%, 50%, 29% CTH 1, & HIZEEREERLAIRO
TGRS 3 5 B LIFRER, N2 44% &
100% T& 5. SI %02 LT OREFIZ 13 f/INE( LR
7 u—BREBEREDS {, BIifR AT 04 FRIGHE
PSS,

AEARTE E REHERETRELRERNEO LN
LA, NXgTur A VIEIC L ARV X -
Va— Vv ARAREVHEE IS N TN I L R EE)

B Db, 20X REAOHENISZWEEE, &

B ClaMn R B 7278, R E = Tl

HETHD.

2. REKAMIMROBES XURAE (BRI
Ex70—tH)

RERMRHROIMRIE, RIS SR ETRE SO
HRERBRIRIMERTH B Z L M TH B, HERMEME
MR AMEERL T HIFBE FIAE (BRI AR BRI AE) 24085 &
9 72 JRLE T /L % nephritic sediment (B 2$ &1 R ik
#) LR, IR 24 7 < BRIG FIAE R 98 PR R G &
9 EEE K Td % nephrotic sediment (4 7
O — CRIRILE) & XG$ 5.

—Rels, BRAE RS D HEBIIHED AN
MR A > ¥ AMIBCH 5 Z %L, FhE
MUV TR RGOSR BRI 22 IR S B B NI G
B, IgA BIREICRFES N D 2 2 Fy 2Bl
ERMRE R & o NS, F72, ANCA B me
FARFESI NS A BIBIEARIKAEE KIZBWTIE
SRERIRAR I OBFENEZAVIZ A - CTEEE O SR BRI
JRB &L OHIFEMEAE %2 52D 5 2 L 95%\,

=%, A7a—tREE 2T 2 EEIHED FREIX
SHRERRAREE OJRBEERE 2B B Z L%, RERIE
L CuNEALE £ 7 0 — BIEfERE,  BREitE R Bk
HHALEEDSZ T 5N 25, — &M% & 7 u — BRIl
BOFIEREE OFFIIHH S T, BFRALE
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1 —REXT7O—UERBOKREFRR

RE HAIEEE EHAR
PRIZE RE - REATE (24 B5REER or BERIR) - EBSE - FREBI - | KEFAIR - BEEHFHM - IIMRZEERE
RIE
%QE@RH(@G ENSVRTIUDDTITSURLL)
MBRR | £EFSRE BT :#%88, 773>, (E=C)Na, 932D
FE(ETBQ)RFER, JL7FZY
fE® 0 |rm:#oLz270-0, IDLCE
gERE | rm:717us4>, FDP, D-dimer
BF:7>FrOYEVD, TSR/ 5>
wEgE | EF:(EeE0sBI/OTUY @RS
BOTEB X #% (&EE Q) BB EMRIRTE
THRE | B BnER TEOERE EEIRISTE, REERIRINISES &
B4R IR, BAUNE, BFEMSRE REICLWUBRL

A7 —tHOWGOREE b 2b0L LT, F
ANERETEE L — 7 A B S R IS TP R BRAA B S 7
EhHL. 2L, IS0 EIRMSTIER L,
BRI E VAR BRI LE T U3 60~T0% FEEE 12D, &
72 IR BE T &% 30~40% 2B~ & O R Bk
TRPEILIR % 526 Y.
FOMOREFITR & U TIIRILE R 44 -8
H5H. RIEIZHICEMEEZRT I ENE L, L
FLIF 1030 2R B RIEEDO LANALNS. 2

TSRS ZBIHFIET A ERAR, AEERMmEEE
WA OPAESHEL TV LTRMSH L. 72,
ki, B, éﬁﬁmﬁﬁ&%ﬂé:kﬁ%é.%ﬁ
KEEEDFETH 556 1 IARIMERM DS, F720R
M Rz o R, %ﬁ%%ﬁﬁ%ﬁ RAE
DRV EE, Emﬁmﬁ?iﬁﬂﬁmﬁﬁ 25
na.

2) MRREFMREE (FR1)

K7V 7 3 v MERC B RERE E, BEERA R
IZDOWTIE, FiIH (G 13 [E5% - MR - Jmaed
H)ExsROZ L.

%7n—€ﬁﬁﬁﬁmﬁﬁfuiuy@ﬁTﬁ&

SRR T ANEERICAHFTET 5. Ogl 1
;éH$A®E SV 7 10— CREBEREEE OGS T
&, IMAH IgG L XV 28600 mg/dL L F IR T35 &

JEGERE ) A 7 S 674 R5INT 5 LS Tw
5% F 72, IgA BREEF O 62% TILiE IgA #7315
mg/dL # & 7% 59— T, I IgE O _FA- 3N
LA 70— CIEBERFCREO L Z EH Y, B
MEARIE ENTWEY, a7 >0 1 R
DHEDEEIL, TIV7 I 2% E&TZOMmO &5
PERETH LG (F3emEsra7 ) v eT7 L

TIVIMBIETH HEE) 3L EHEL SO
s — U PgIE ST T VIE % D R R % S
VMBS & CIRORIEELGKE) 21T ) LED D 5.

Mgk (C3, CHMIE, RPFELEAEIC L BT
FAONZV, LA, EEARIMIEA RS 58
%m,ﬁ%mﬁ%ﬁﬁ%ﬁ%ﬁﬁ%%??é%%ﬁ

E¢m~ IoOV— T AER, B ER
%WA%A 3EHE), R IR R ERIAE 4%
M%Am*lbW%* PR B &R R
ZBUEDD D,

V— T AR &G WA IR R Pt
DNAmm&amaamm BRI 1 B AT PR
K% kD) W B R EAAR A AR K TH S

i Er121E, ANCA (MPO-ANCA, PR3-ANCA) % #it
CBMmW&tﬁ& ENDERETH 5.

¥150% D F 70— CIEBERHEE T, T4HEHEH
% EORIRBEANVE HEEEADRPIEIC L B4
T3 T4 DEMEZFRD L & ENDHS, EYHATETE
% b D free T3, free T4 X HARBRAIFEL AV E > TSH



BRI T 252 WER D IFIZIEE CTH Y, RD
7 BUIRIE AR OV & oS3 T0 2 O FUIRPR S H Bk Bk
ETFHLANTIE RN EZEZTE L, FIRBEALVE Y
BROVENL 2\,
BR#FOFEF L LT, E¥Y IV DHEAEAB LY
FRICHAELZEY IV DOELRSLT VT I VK
T VT MMl E RO D Z e SH D DS, H
KAV E 2 EFERIC, BT 2 WERD I,
T —OEHRHE Y I DRAF LA NV T T L
DB T %2805 2 L3 ThH by, SRHICHE
T BRI e,

IV ZAORLF Y, FFUAT L) yOEEL Y

I. 32 i

S5, 70— CIREEAHET 5 & RILAH S 1L

%
PR

EWB DL, RIT Y BB T A 2 W IR D I,
BICEEE LA LITMTH .

* 5|
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X7 O—EERBEONA A ~Y—H—TIF, BEEBEMN)ICEBTEINAFT—H—DEEIPRLHEA
TW3. —&RHE MN OEENIETHS phospholipase A2 receptor(PLA2R, NCBI Gene ID :
22925)", & &0 thrombospondin type-1 domain-containing 7A(THSD7A, [E:221981)2(Z
BEEIEE L THOERAEDPRDONDDHD

X195 HEREISRBOENZ T TERL,

1) NAIT—H—(REDFOREILR

WA D AT HAT OAEAR A TH 7 10 — LhEfhE
D J5 R A B S B RIET LA 1R, NA A v —
71— DR G T OFERAPHKRATE D, MN Tl
PLA2R, THSD7A, cationic bovine serum albumin
(cBSA, [d :280717)%, exostosin glycosyltransfer-
ase 1(EXT1, [ :2131) B & U exostosin glycosyl-
transferase 2(EXT2, [[ :2132)* neural epidermal
growth factor-like 1 protein(NELL1, [[ : 4745)%
3, SR 5 EVE SR ERARAE AL E T U3 soluble uroki-
nase-type plasminogen activator receptor (SUPAR,
[ 5329)9 23 RN TH Y, IHBHEOMIES
FRREBLR Tl — M MN @ PLAZR 2% b # A T
5.

2) TREBFEOESENTAT—H—IC
K BEEDHME

PLA2R 3 X 0" THSD7A 13, Zh 2T &4
180 kDa 3 £ 18250 kDa @ I BRIEEFE TEIZHE F
A PO IR L TWD, ZNOOEHE
WZxt9 % H Pk (1gG) & L TP PLAZR Jufk Z 72
(3P0 THSD7A $LfEH 4 U5 &, i & &R Bk
TREFIEE A B L€, R A P RICEHEL Tw

% PLA2R 3 X OF THSD7A 12454 L, SeEEAED
TR & MR DWEMRALZ A L 72K B9 4 b OMifaREE
BlXRITEHMENTND. T2, WBOHER
IR RS (B CHURIEEE) & BRI R
EHE)D2DO0D T = — ADMEE L, RAIRIZ g
HIREEATEAT L CERIRIREANER T 5 L2 b1
Twa?, —J, LPLAR HifhD T ¥ » — Sk L
FHEDOWEIZOWT L HFEIEA T NS, T F—
THHLE IHEOMER I > THRO Y »— 7%
AT 2B % %369, PLA2R © N Ko -
U h— 7% T AP PLA2R itk 2 B3 5 B
AT, CRuntif 2« 58ik 3 2 PL PLA2R itk 2
T 5 BB TR PRLENZ LHE SN
TwaY. &512, ESLSAHTS - PR
BECZOWTHH LA HRESNTED,
PM25 7 & DOKEIG G N5 HiliC o SRAE A3l
® PLA2R BB 1 cEH L€ PLA2R 1233 5 &
VEDSAZS B & DIRBARIBE E T 5Y,
—RKHEMNODINA F~<v—5—& LT
PLAZR Pifk B & 09 THSD7A Hiik o il rg, 7%
5 DB BRI 120 - TR S B i &K
I2& $M5 PLA2R B X UF THSD7A O3ttt n s
L. TNHNA F—H —DENT I DY RE
DESITHD., FIZ, MHCTHAEORFREEIZIZIZ
100% Td %1410 Z0fEd, LTI < DR



2BV T—& P MN 12 PLA2R B3 MN, THSD7A
B MN B & O FHEAEH 0 — kP MN (k0
ERTOHEREEMN) O 3DIZGEEINL L)1k
D, BEEOHFHBOBENDPHRE SN TS, FIZIE
PLAZR B MN 3B EEPHEKNEL , HARA
BEDPAD IO THSD7A B MN (320t 54
2%, HRANBE TS\, F72, THSD7A B
MN [ JEE o 58 & OB EMED /i S i Tw
510[

3) mPBCHiFEDMER

PUPLAZR¥UA S X UL THSD7A HUfK o I 57 1)
FEEEOLTEBY, WInbHEEAEO Y AV
T A FEEEICEF SN R b= T 2R L,
FEF T2 5 A1 1gG4 TH B, koL B,
i H CPURIE—kME MN B& ICFRNICRO 5,
ZIS DML 35 B O RS % S LT
VBRI REFR) 12617 L T § 5. 2
O ORI 5 H PR L, —RME MN o515
HEAEOFMICFHTE 5720, KR LEOHE
ERIFEDOTKEW.

PUPLARHUAOWERIZIX, v xy 70y
k33, ELISA(enzyme-linked immunosorbent
assay) %, IIFT-CBA (indirect immunofluorescence
test-cell based assay)#E2%Hh 5. I ILD D]
EFEYL, )3 ¥F v FPLA2REHE % PUEIZ,
B MG % —RPURIC, BEakPie b IeG Pk 2k
puik e L-MEIUEETH L. HliFy bE LT
&, N4 Euroimmun #2858 L T\ 5 ELISA
¥y MEIOFT-CBA ¥ v MSME—D#RE 25, 2
o oG, R TH—OREHE T
PLA2R $iLA 2 HI5E - LT E B2 v b2 b 725H
L7z, BHREINTIE, HASHE—T AT V5K
ELISA ¥ v b &2 W7z 25tHlEY — B X (RO
TS FRAERRFE IR B AR E R O &) Effl L Tw»
5. HVZIEE & L TORBBIERIZ O W TIIARET
& %. PLTHSD7A $iufk & L PLAZR Pufk & [FARIZ
I A% 70y MNE ELISA i, IIFT-CBA Tl
ETEXL2Y, THELIEOFT-CBAFEDATH 5.

I. 32 i

4) BHlRBOMEREMN

TEEIHA O PLA2R B # MN F 7213 THSD7A B
MN BEETE, B RIERAAREE O %R Z A AT RS
IZBWTPLA2R % 7213 THSD7A D geta Pk AsToiE§
LHEMONTEBY, ZOHS2FH L Cftsk
2DV T—RMEMN 28T 222 ZoH%
OFFIE, BOPURBEOBZ TR M4 MR
\ZHCPUA & PLAZR % 7213 THSD7A 72 5 72 5 o)
BERDPEBREL, INOSPEO 2T O5RBlE
KT 5720, FOBEIERTLIEEZONTWY
5. ZOHSIZ, Mo B CPUER S R — Rk
MN Z 853 5720 DHEELRIFETH L. LirL,
et R & MR OFES LT L —H L anw
&, BiEpE L MPHAESEMICHBE L 2Wnwa
&, EHARFYA P THE LB IND 2O KD
HEPHE LW &, REOHBEIZEY, ZoEIC
T LOREEE T .

B D PLAZR %7213 THSD7A O 3etaihid, &
V=) YEELT/ST 7 4 a7 E R R
LT, —&kyifke L TAY = —5 > Atlas Antibod-
ies #:DPT PLA2R 7 ¥ ¥R 1) 7 0 —F VHi{E (Cat.
#HPAO012657), Z7z1Z[E*tOH THSD7A 7 F K
1) 7 10— F )Lk (Cat. #HPA000923) %, —IRILIK
& L CHEGRPLY ¥ 1gG bk &2 22 7o 2
PURED — R T 512719,

5) BRPRSERE & EOHfEE

PLAZR O#ZWiReDFEMIcOWTIE, HI#E [5.
ZWHZHT 5 CQICQL) | MIH%E B, HIMEH 5
W ENZ15 0T R — MRIED A F T F 1) ¥ Ak
B2k B &, MHHT PLAZR Hifko— ik MN 124
T 5 I 78% (95% CI 66-87%) B & UHFH A (%
99% (95% CI 96-100%) TdH > 72", HAANBEEIZ
BT 5 I PLAZR HLAAD— R MN 1253 2 &
J & FRREE X Z N Z N 50% B & 1N 100% & i &
NTVBWO 5 SKE &N TR — N THEH
ENFFRICED &, — kM MN AT 5 It
THSD7A $ifk D & 13 3.1% (n=15/483) T&H -
722 HARANBETIE, —®RMEMNIIHS 55
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THSD7A $UADEE 1L 54% (n=6/112) & HfE s
Tb\;&)m'

AR IC 3517 5 PLAZR O3tk & g L 72—
HME MN 2R 5 & B X OUFREEIZ, KETOHA
HIAR—MTIE, ENENT5%(95% CI 65-84%)
B LU83%(95% CI 72-90%) T¥, HANEHET
1, FNZEN53%H L 100% (—&KPEn=38, &k
Mn=17) L ME SN TV LY BHBKIZBT 5
THSD7A @i B % 2 351512 L 72—k MN
R BREB JOHRREIX, BRABEIZBWT
1291%3B & 0°100% (—&kMEn=55 —%kMn=37)
LI ETB Y, bAEO— KM MN BE 0%
& L C PLAZR B MN BEFILEK D2, K
%2 THSD7A BI# MN B 345 T2 W ED S 5.

INHENA F = —OEBPDIOREE LTTF
BHED IR SN TV B, A PURREYE A D B HUE
ety [ P 0 g Tl i B CHURRG 1 D B R 4
RO BE L LK L CRaEfEREsmeI L
AVRENTH N i H OPURRE ORIE & B
FRARPUR O Gl I PR IS S A TH 2 T RetEDS
RIBENTWS, &5|21%, T PLAZR Hifk % i5kE

WL LW HE T ILTY) ZAHHRIB SN T DY,
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AT70O4 MERER 7 O—CEREICE T DRERFIFORZZNEEFE, OR KT MNEEOER%
I—KRIBEEFOERBICHEDRRNYA MEERED 2 DD ELDEEDPHOSN TS, NEEAR
EATOA MEREXR 7 O—-EEREICEVTIE, $30%DBEDK KT MEEEEFOEEICK
DRIETHIEDPRSIER D, —F, BRAREDOATOA MERMEX 7 O—EEREFICEVTH
10% LU EDBEDERICEEFEEICKVRET DI EPBREINTNS.

A7 A MEAUR T O—CEGRFEICKITDETEMREZITORREICOE, UTICHIETS.

1) BEFERBICHIATOA MEREXRT7O—CEREREICBEVTIE, ZTDEREALETINTOR
EIHRIC K DRRICENME 2R —A T, RARBERICLSBREDRDPBAFTTEZH LD, £0

ROBEAHDOREICERTHS.

2) BEFERBICHSATOA MERER T O—CERBEBEIRKABLRICEY, BBEZRTLL
»E, X7 O—CEGHOBHEEBRERDDIERKEEALLRL, BEERBRTHOLDDOMmE
RBRVYF IR TREFBRETHY), ThODBRGEREE TS IENERERSD.

3) RRAEGFHLIVEZNREDERICKY ZOEEENELD/D, BEFEEOEEICLYETE

ICET A TRDARERDZEDDHS.

4) —EHOBELFOEREICKY, BHAGHEZHSWEEDPDHY, TOFEIITEELD.
5) RAEGFOREICKY, BRBABUHIIIIEEOBRGHIADPHATIILD, RFPFRADE
BOFREDOHERE, BEAV TV ITDIEHDERRERERFSD IEDRRERSD.
6) ADCK4, COQ2, COQ6 Bz FREICERREZRDHDHEIEIALUY A L QIO ICKBBERDIEMT
REBZRDPEEDIENTERLE, BEMBREDERDIIRRELDHEDHS.
DEDESBZL DX )y MBHY), AT70OA NEFRMR T O—CERERE THEZRICHNE(L
B LUORRDHERKAKIEZZET 2EEE, BEFMRELZTOIEEZERT S, i, BEFOR
BORRICEBEICSCTEBHAV ) T 2RITOoNDKDICEERT 5.

1) x70—EEREEERF

1998 4|2 Trygovasson 5D 7 )V —TFI2 L), 74
YTy RRGERMEA 70— CHERER O KN #EE
NPHSI BT r7u0—=r73Nn, FOEMETD
O— K4 %%, nephrin 2SO CTREE S 722,
ZFOWFEE YD 12, 2000 4121F Antignac 5D 7

V— T2 &) NPHS2 EI5¥ B L % DEEF D
J— N4 5%, Podocin ARIE S N72Y . £k,

KEMED AT 0 A FIEFUEA 7 0 — BREBREER 2
BT, positional cloning 12 & A2 FERB L URIET
Ry — 27 = 2% — % 72 Whole Exome
Sequence 12 & ) FrHE OEBIR KB T ORIEH S
SIZHEA, BIFE £ TH0 LN EOMBIRTF25E S b (2
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EoTWwb(R2). TNHLOFFEIZLY, A7udq
FIRPUEA 70 — CIEFEFO R EBRFOARA LS
3, A 78— YRR O T EYF SRR O %
=, R N4 bOkgES L OEENCET 207858
FREEAILZ N L 7z

2) BIGFRER LRI

B1I2K R A b LT 5 4 7 10— CRERER
ORFEM L FERBR T ZDa— FT 5EHDRTE
wRY. ZNFE CTHE SN A 70— BREGERE A
BLEFBLOZOI— FFL5EHIIZDITZ LA LN
R A N THEELREHEZHSoTWE, INHOH
BT ORFEIZE ) E P A MEREEESERE S A
70— BREEHSEORERN L 25, i TOHEI}
O OKBUE R R OGS, NEISIED A 71 A
NP A 7 0 — BREGEREEE O 30%, MASEE
BED10% D ETH—BERFORENFEESIND
CENWES DL o TWAYT . —EIZZF DL R
ERIRAERIT O, E% 37 AMHNSIED R
B 70 —LRICBWTIXITE A EDBRE TER)
FE SN, FEEFERDS LA T 212N T OERFEE
FAMET A LT, BETEREICE) 2704
NIEPUME A 7 0 — CIEBER IS B 5, OmRNEE
BUICOEFHT 5.

1. RAREXATOT RiEFitER 7 0—EER
B L EREIEF

ACTN4, TRPC6, INF2, ANLN, ARHGAP &
¥R EofETIE, A7of kit 70—+
JEBEHE T MARICRIET A2 ENH LT ERHLN
TWh, S512, it SNRAMISSEA 71
A NP A 7 0 — CREFEFIC BT 2 E of %
NPHS2, MYOIE, CD2AP, LMXIB, PAX2,
WT138 & U, AlportEEH o K KH &= F
COL4A3, COL4A4, COL4A5 &{5F D F4 b [FE
ERTwaY, ZoXH, ThETHRADRATT
A FIFUEA 7 0 — CHIEBER & OREAVRIE S LT
ChhroltBIETFOREVREINDE I EVH D,
BNEH B D BEEHIBEICBVTD, R21S
R L) hEETERE Y =7y b L@EisE
Ins.

2. BIoFEER LREIHIEIC L S aBER
BIZFREOMB EN2 AT 04 FIERPUMER 7
O — VREGREBZ 2BV T, S0 X
DIBBICEYMETH D EBHSN TN B0, &
512 Blerzynska 5%, A7 104 NEHEREZD 9
L, —ETOEMEANTEBHELD 2 EH 26T
1S BEEFREDPHEE I N o 72DI12xf L
—ELEMEATE Lo 181 FICB VT
308% THIETRFEZFE L EHMELTWAY.
—7, Dorval S IXFEED A 70 1 &zt 7
O — VPREREERERIBVTIE 1 ZR2 S BAOEET
ICIIZEREZFRETE Aoz b#ELTWAY, B
Es, A70A4 FEZMHEA 70— BRERFERRIC
BOWTIEHE—#BEZTORF TlE R, EERM#
R RBRERT 7 &L R T2 5 LT 5 ] Rekns
RENTz, —F, BETEEICE) 70— ERERE
HIZL Db 5F, EMP2 % ITSN2 {5+ DR
TIEATOA FIEZMERTELH 229 Zofl
DKM 2% 74 TiE WT1 % ACTN4, PLCEI
L EDOBEETOREEZATAHETHATHA FR
A ARY) VK BAEEERBIR A BRI D
i EN TV BN = & DR A S TR
WD AT a4 FIRPUEA 7 0 — VIEBEEEE S
BWTHRIEIIHIZEIC L 2EEOZIFICEH L T, 4
BOWRDPHLEEND. —HT, MARTOA R
A 70— CREERHEZEICBNT, fhko X9
|2 Alport JEMEHE O JH K #E 5T COL4AS3, COL4A4
COL4AS \ZZERZFEENDL Z L5 B A%, Alport
FEEEEIZB W TIE, ACE HEROAR AT TIZ
RENTEY, BARSETERY AEIRLESE)
LWL NI 5 TWAY, ACEHE#E X
DT v IF 7 v RS (ARB) 1 Alport
JEBEREO AL HF, MOBATFEEIHE) 70—
EIEBEHICBWTH AR TH 2 /e H 1), Bk
HTIEF Y AEIARELTWBE 00D, Ry
HhkEt s s,

3. BIoFER LBIERER

—7J7, A7uA Nk A 70— VEGRIFIZL S
REHEAREEZ B CERBH 1T 7286,
30% DB TRAEZTEEZED L EBASLN T
5. LaL, BIETEREEETLATOA RIS



®2 x7O0—UEGRERRETT, E8, ECEAHSLV OMM ERES

BinF £H Btk | OMIM
ACTN4 ACTININ, ALPHA-4 AD 603278
ADCK4(CO®8B) | AARF DOMAIN-CONTAINING KINASE 4 AR 615573
ANKFY1 ANKYRIN REPEATS-AND FYVE DOMAIN-CONTAINING PROTEIN 1 AR —
ANLN ACTIN-BINDING PROTEIN ANILLIN AD 616032
ARHGAP24 RHO GTPase-ACTIVATING PROTEIN 24 AD —
ARHGDIA RHO GDP-DISSOCIATION INHIBITOR ALPHA AR 615244
AVIL ADVILLIN AR —
CD2AP CD2-ASSOCIATED PROTEIN AR 607832
CDK20 CYCLIN-DEPENDENT KINASE 20 AR —
COL4A3 COLLAGEN, TYPE IV, ALPHA-3 AD/AR | 104200/

203780
COL4A4 COLLAGEN, TYPE IV, ALPHA-4 AD/AR | 203780
COL4A5 COLLAGEN, TYPE IV, ALPHA-5 XL 301050
CcoQ2 coQ2 AR 607426
coQ6 COQ6 AR 614650
CRB2 CRUMBS, DROSOPHILA, HOMOLOG OF, 2 AR 616220
CUBN CUBILIN AR -
DGKE DIACYLGLYCEROL KINASE, EPSILON, 64-KD AR 615008
DLCT DELETED IN LIVER CANCER 1 AR -
EMP2 EPITHELIAL MEMBRANE PROTEIN 2 AR 615861
FATT FAT TUMOR SUPPRESSOR, DROSOPHILA, HOMOLOG OF, 1 AR —
GAPVD1 GTPase-ACTIVATING PROTEIN AND VPS9 DOMAINS 1 AR -
PTPRO PROTEIN-TYROSINE PHOSPHATASE, RECEPTOR-TYPE, O AR 614196
INF2 INVERTED FORMIN 2 AD 613237
ITGA3 INTEGRIN, ALPHA-3 AR 614748
ITGB4 INTEGRIN, BETA-4 AR —
ITSNT INTERSECTIN 1 AR —
ITSN2 INTERSECTIN 2 AR -
KANK1 KN MOTIF-AND ANKYRIN REPEAT DOMAIN-CONTAINING PROTEIN 1 AR —
KANK2 KN MOTIF-AND ANKYRIN REPEAT DOMAIN-CONTAINING PROTEIN 2 AR —
KANK4 KN MOTIF-AND ANKYRIN REPEAT DOMAIN-CONTAINING PROTEIN 4 AR -
LAGE3 L ANTIGEN FAMILY, MEMBER 3 XL 301006
LAMA5 LAMININ, ALPHA-5 AR —
LAMB2 LAMININ, BETA-2 AR 614199
LMNA LAMIN A/C AD —
LVIX1B LIM HOMEOBOX TRANSCRIPTION FACTOR 1, BETA AD 161200
MAGI2 MEMBRANE-ASSOCIATED GUANYLATE KINASE, WW AND PDZ DOMAINS-CONTAINING, 2 AR 617609
MYH9 MYOSIN, HEAVY CHAIN 9 AD —
MYOTE MYOSIN IE AR 614131
NPHS1 NEPHRIN AR 256300
NPHS2 PODOCIN AR 600995
NUP107 NUCLEOPORIN, 107-KD AR 616730
NUP205 NUCLEOPORIN, 205-KD AR 616893
NUP93 NUCLEOPORIN, 93-KD AR 616892
OSGEP O-SIALOGLYCOPROTEIN ENDOPEPTIDASE AR 617729
PAX2 PAIRED BOX GENE 2 AD 616002
PDSS2 PRENYL DIPHOSPHATE SYNTHASE, SUBUNIT 2 AR 614652
PLCE1 PHOSPHOLIPASE C, EPSILON-1 AR 610725
PTPRO PROTEIN-TYROSINE PHOSPHATASE, RECEPTOR-TYPE, O AR 614196
SCARB2 SCAVENGER RECEPTOR CLASS B, MEMBER 2 AR 254900
SGPLT SPHINGOSINE-1-PHOSPHATE LYASE 1 AR 617575
SMARCALT SWI/SNF-RELATED, MATRIX-ASSOCIATED, ACTIN-DEPENDENT REGULATOR OF CHROMATIN, SUBFAMILY | AR 242900

A-LIKE PROTEIN 1

TNS2 TENSIN 2 AR —
TP53RK TP53-REGULATING KINASE AR 617730
TPRKB TP53RK-BINDING PROTEIN AR 617731
TRPC6 TRANSIENT RECEPTOR POTENTIAL CATION CHANNEL, SUBFAMILY C, MEMBER 6 AD 603965
TTC21B TETRATRICOPEPTIDE REPEAT DOMAIN-CONTAINING PROTEIN 21B AR 613820
WDR4 WD REPEAT-CONTAINING PROTEIN 4 AR 0
WDR73 WD REPEAT-CONTAINING PROTEIN 73 AR 251300
W1 WILMS TUMOR 1 AD 256370
XPO5 EXPORTIN 5 AR —

AR : Autosomal recessive, AD : Autosomal dominant, XL : X-linked, NS : Nephrotic syndrome, DMS : Diffuse mesangial screlosis

FSGS : Focal segmental glomeruloscrelosis, SRNS : Steroid resistent nephrotic syndrome, SSNS : Steroid sensitive nephrotic syndrome

ESRD : End stage renal disease
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#ZA

A

wT1

LMX1B
SMARCAL1 & &

A
NUP93
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NUP205 %5 &£
Na=P N4
ADCK4
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PDSS2 75 &
Mmoo )
FRiE- R
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INF2HE )
= prre—————
EZeia - Xy g
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NPHS2
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TRPC6
PLCE1 % &
( EX/%\H'EEEEE“
COL4A3

COL4A4
COL4A5

LAMB2 5 &

®1 RRHYAMLECEFEET IR 70— EERBEORRNCERETCFEZD

J—-RIBZEEDHE

* 78— YIEEREE DS RNEANEIIE - 2548,
BHBEFHBIIIEILEALEZ S 2WI ELTTIIHS
NeoTHY, BETREICH) ZT704 N
A 7 0 — CIE R EE T 5 B — i
IR RE R ) 2 7 MRV EZE 2 5 Tw
58'15'17>.
4. BIEFERELETER

74 Y7y FREERESA 7T — EiEMBRERE
NPHSI #ARFRE IRV EE L, SEB)CTlE sl
BINCEAENEH#ETT D, —HT, FHU NPHSI
BHIZFREIZL 22D T, —HD I Aty A%
AT ALAIZIEEICEET, BREMR L FRTE
DR LD mBIOEEST A $72 ML WTI#
fZFoOERFETELT 7V 8F21F9I12I AL AE
Ra 3 A4 (Denys-Drash fEfERE) X 1 U T T
AF 04 FIRYUME S 7 0 — VREGRE % F56E L 10 4%
FCICRPBEARICELOICHL, 1 B9
AT TA AN A MIERLYHT 546 (Frasier JE
FEIE LA IS FE L 10 i LA ISR B A2 IC R
LIZEDPHOENTWS., DL IZEETREDE
RO L BERGICHEZZOL 2L 05H ), BT
BOWERDTIREL % B GEDH 5.

5. BIcFER EBNSHIE

—EBOBIETEFIE) AT 04 FEPUES 7
0 — CHREBREEE TIEENEIHEZ ) 2 £ 5
NTW5b, WTIERTEFEIL 2 F LR,
7 AV A AESS, HERER (Denys-Drash JiE i #,
Frasier JEMERE), LAMB2 #BInT R4 12 X A AEHE
B3R B L OVINMESL (Pierson SEMERE), INF2 #
a1 512 X % Charcot-Marie-Tooth #%, LMXIB
BIZTFREIME D MR EETORFE 2 EVFEITHN
5. BIEFREORZIZLY, BAOBEIHERDOZ
WiAso CHER, MROFETFHS TR L 2 256
bdhb.
6. BloFEREETAV BT

A7 a4 FEPHE A 7 0 — BRERERO RN EE T
XS FEETHY, EIRE SRR 5 13852
WiECTh b Z AL\, BIRFREICHE) AT70A4
FIEPUEA 70 =¥ TH - T, WAL HEE
B3 R e R NPT PN QI B i by b s WAL
%% (T2 HEEHAZR). Wi EREEERIER
BIZBWTE, RERERPRVEE DL H L7205
FELZWZ &b dH DS, BRFREBRIT L2 O
KCFELNHEET D, —F, WOk EEERT



FEETIZZ EONDOEEZIIFFEVENRZ S 2D
LV IEETRZMNCL VBRI ) Y 7128w
TIHEICERRERE L ENTED.

COQ2, COQ6, ADCK4 7z X, aTrH 4 A QIO
B OBETOREEHT HATHA FIKIUE
F 70— VPREFEREEZ I A 24 QLOHT
BEDNENTH D Z ENHLNTWVED . F72
ARHGDIA BIZFORFETIIZTL L ) YI2L 5
BEROTEMELRENTWES, DX IEETR
WRFEET A I LX), FFRAEREEORIR)
BEE AR ENH L. LL, WTFIUIBWTLR
Wz B L R INGEFMGSEE CTH 5.

3) ECFHNREDE EFRTTE

SEMHTMET, AT7T0A4 FEHEA 70— PiE
BERET, AHRR I NEAL R BEAR 55 B 1 R BR AR AR
L2 29 258 ERFNRELZET 5. B
4B ORT O A NGRSO B EH2F % 55
ETHZLETH LY, BIEFIREOZIHERD
MET, BFES T, 48MoAT704 M5B &
N2k, A7 B2V AEEEZIEY 70 AR
VX BMET L A AU EE KIS RO %R\ E
BEWHEHEEZONL, —HTREIZA 70—
DEFR 72 S W UIE T VT I Y EAH 3.0 mg/
dL DL TN % 52D 2 WA 7 E)ERICB W
THBFEMTHREENBTE SN LA TEREDOR
R B 556 7% I EEFIREZ ZET 5.

R2UIRTHEETERNGE Lk -7 2>
P—IC L BB LEIENL. —, BIMERER &
O ER T O TSRS &3 » 7 — I L 5%
MHITb b, UTFICHIT Tz 5.

1) Whole Exome Sequence

77 5 DNA FICHAET 249 2 T O #(Z T4
7 rBIOT Ay M a yEREEICET S
KMy -7 v -2y —7 T A%4T
I, BEROBIETOATERL, HFHOBETERD
A RETH A, TRDY =T v N =T TV A

I. 32 i

I LEMTH 5.
2) =7V hr—=2T VA

HWOBLTFOELZ Y v BLOL7Y UA V]
Oy BERESOARMNR Y — 7 2o —F w7z
Y= XLV A%ATH. ki ® Whole Exome
Sequence & O ZliT, —REIZ 20~30 BAKDEHTH
THETH 5.
3) Y=

— I L i S EAITE R, 1 DD
HWOATHIUIIFH LM TH B, 72 SADMH
WA 2583 FHE I X MNP0 05b. B,
FROKMERY =7 o — 2 H BT L D%
BLEE SNIE R v T — I L AR AT
LN THD.
4) Copy number variation (CNV) O FHi

CNV &I HEEF O ¥ —EKASIEH & 827 5 5
DZETHY, CNVICATOA FIKPIMEA 70—
CREFEHERBEFPEEN TV IEE, TRl
DFRIES B, LR Y =7 2o -2 L%
MrCldlsE CNV iditi ¢ & v, L L, iibft
V=X Ik W BoN T RIEE T4
EHBTHZETZDY) — FEZEHEL CNV 2%
W 2XTHITICE DB TRTH L. 0
&, B & Nh7- CNV iE Multiplex Ligation-depen-
dent Probe Amplification(MLPA) i % 7213 array
Comparative Genomic Hybridization (aCGH) {2 & 1)
RBZAT ) LED D 5.

G 29 EICCRET DS e STV 5, JEAESTEE, X
HRFEAMPMER L7z [e N7 A - BRI
12 BT 5 TR | (https//www.mhlw.go.jp/file/
06-Seisakujouhou-10600000-Daijinkanboukouseik
agakuka/0000153405.pdf) IZ BT, #Ezh 7+
VI LTUTO2 At snTns.

(1) & b7/ 4o - BB FRTHZEIC BT 5 85
TR 7L, MEERE LT, REBERTZOR
WA MRS |2 IR 2 G 2 fR it L, BERTIZ @)
BR, TOEOBMERBEICHT 282 R,
v N7 A BT R BRI O <
DAL IAIHAIIGZ B Z &L > T, SHOERE
T CH S OB TERL, ITHITE % L) 4z
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TN T AL EHMNET S,

(2) BIZH Y vE) v 7iE, BEEFICET ST
SHRMEAEEL, BEI TR IERLE
fli, BEREREEED ML CE/L 2T s R
Wy,

DEXY, BEFIBEORHRIIZLEICR LT
BEAT ) T EZITONS L) ICEET DY
B b,

* 5| AR

1. Kestila M, et al. Mol Cell 1998 ; 1 : 575-82.

2. Ruotsalainen V, et al. Proc Natl Acad Sci US A 1999 ; 96 :
7962-7.

3. Boute N, et al. Nat Genet 2000 ; 24 : 349-54.

4. Gribouval O, et al. Kidney Int 2018 ; 94 : 1013-22.

5. Sadowski CE, et al. ] Am Soc Nephrol 2015 ; 26 : 1279-89.
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. BADR 7 O—CHEREEICH (T B —RIEREEBEEDEZERICH PLAZR Hiff

LR AR 7 O—TEREEEICS VT RMEEEEE DRI 7= 5 D IiEHT PLA2R FiED
BIE L, BEROEEHLHLUWVWBSICIFAELTHLL. EEOBS [FEFS#E|/T

EF > 20OMRE BERICE])
IR :

RE, —RUERMBIEDSZRIICSH TS MET PLA2R FUAAE (HRESEA TR0,

AR 7 O—CEGREICEVTREREBEDZEID /2 DO MiEH PLA2R UADRAIEISERTH
EEZO6ND. LHPL, RIREANDRETHS/HEFTIIRBISHREZIARL. BEROERD

#HLWESICITAELTH KL

D

HAE, 70— PIEGEHOBEBIO 0128 E
BAITHOI TN, IO fEBRED D % 5EHFI R,
P MCEE L HLEE 15 & IR3E T & 20 WIER Tl Fht
L, BT A L IETELRY. IhE
THMFE RPN A~ —H =12 L) % 70— BhEfE
HEOFEKNERZENTE LWL T T RREI 2
SNTELD, WELERIEMNLREIIFEL 2\,
PL PLA2R HUARIE — YRR B |2 R S I P L2
B I LA S, BAEMRE T LR VTR
JREPEEE 2 25 C & 2 W RB DRI ST B, BR
KIZBT BHEERICZENRT, DHPEOEEIZBNT
BN & OIREDD 5205, FRRIGEGR S LT
WirnwZebd ), FEBEOMEIEIE STV
W, B2DX912, PUPLA2R PUKIZA A 70—
VG TRS Th 5 —REBEEEED M) 77—
TANELTHERENLEZEDPEESINS. 2D

B, $LPLAZR HiLfk2s, BEME FEAT L 2 W T— R
PR EAE % 29 2 IREEIRA I 2 D155 0 89
PEHLPICT L720ICRCQEMET L7z, 72721,
B AR FERHTE A2, PUPLAZR Puikk
VEREVEEE 2 B4 5 2 13 TE W EISEED
ECThHD.

VATFRTA VI LY a— DR, 31EOFHITH
BN G & 7o 72 1 DIEBIRHRIFETH Y, 1
Sl Ik — MY, 1 DREIAHTH 572V, %
70— VREFERHEERESIN TR WIZES &,
WREITF 34 N CTh o7z, BEMERE T 22K
HE 70 BRIRFSINC K& 2 — I IB I BHE % 25 0E & 37 %
&, IiEPL PLAZR PUR DR, HrRps, B
W, BrMIERE, e, 0.77(95%CI 0.61-
0.88), 095(0.87-098), 154, 024 TH Y, MAILIE
LWz b,

T NI LADIY TV ADOMEEMEE, N4 T A
DY) AT, IFEFEME, AR S, RE (ERE/
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GAPLA2RILIA £ BIE L &£ WEE
A% 70— tERE

BE®R

(BEMERET 5258
BAX 70— CEER

HPLA2RHL I

(BEREERTELWVWES
BA% 70— EiERE

HPLA2RHLIE

S TR o S

HREREBE ThSokE
FEREMRMEEIE

MPLARELARG1E BAER

HIPLAZRILIARG1E  SIPLA2RILABE M
HRMREBE SREEMEEE
ThLESDERE

]

HMPLASRELIAREE T h S D&RE
FEREMRMEBIE

2 MPLARHFIFZ NU7—2FTAMNEULTHEALESBEICEESNS2IRETYO—

Bl SRR (BRtE/ fBlatE) & 12 [ 121K
L, ST T ADOMEEMNT [IEFITE]
L7

FZEEEZDING  ZIZONWTIE, ET LWRIEE
KEWH, ZF L RWRIROHEE T TR
1TE) RAERGTEBN 3 5 B EMROER % &) 38 7%
5 OWEETH D EHIWT L7z AR, iR
THoHIEPOLFEERERIIMTHY, BE~ORE
V. T2 S OB OWTIE, BRI X
NTELTEED LRROBEALE 2D,
FEhEEOEBHEIE L LT, BEEBE DSOS
TIIHL PLAZR HURDSBIE & 72 B HERIZ & Hod T
WS, EEEE O 7 2 CHEMEIESS, B AIFEY AL
A, BUREWRBIED L OTH —E T
AHE SN TWBEOTY, Bl PLAZR Hiik 2B T
o TH ZRUEBEMEBHEDIERK & 722 ) 9 B EEOHE
RIIVETHLEEZEZOND. B, —KkEBIY
TRV RE O I PLAZR Pk O B4 12
HWHSINOoOH B0, ERIKMHELTH L. Bt
PLAZR Jifhk % & T /N1 F <~ — 71 — DFFIZOWT
&, BB (3. N A~—h—] OHEESH L
T4, Fh SAROVATFITA v L=
LT, &XicB 58y b 7RG 4
BOWEBEREIZL T, By b+ 7HITET B
BEMED D 5 .

—RgmE(FH< ) —

70— EIEFERFIIES ESE 2R E 2 55
M) FIH, BUE, EHRZHEIT) 72013
RO ENTRELE DT, LELEDD,
BAEMIE IR & —EDERIED S DA TH 572
O, AT7U—VEGEHOEZ S AZEIATH 2 L
TXFEHA. INET, A7u—VYEEHFORRKZ
MR R 7% & OfEb & b 2 WA TR C &
BOPIZOWTIFZFES N TE F LA, ik, T
PLA2ZR HUK & v ) BRI 3 2 B CHUED,
— R EOBE S ATERIIEEE 25 2 L
NbhhoTEFE L/ 2T, 4MH, HPLAZR T
KRS, BHEMEITD R \WT, —RMEBEEE % 155
BT ELnE ) pamat LE L 25
WESNTVEEHOmMLEHAT, METLcEZ
5, WA 3 DOMLAS, T OSERMIZEETE 5
WHEMEDSH D F L7z, 2L T3 DD L DR % i
WL, ELEAh, & THIFMEIC—RMEBMEE
JEZ W CX BN H L Z E05bh) T L7
LaL, BIfED L 25, PiPLAZR HUARIEPRER -
Tl RW0, bhvbiud— MR RE DS %
119 72012, —REBEEEIED S b 5 2B
PLA2RFUAZMEST S L IFHRTE LV EE R,
(MO FEREDEE L WIHEIHEL TS Lw]Eo
HedE ol LE L7
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2007 F£&VW, BABRZRICLDBREFEHRE L VA M) —(J-RBR/J-KDR) DPEEZN, i, E
EFBEMEN [FAMEBREBICEHT IREME] &RZ - KEER - HEMAIRICLLBEREDR
DEBRDERNOT 27— MARDERDPERIN, DPEORT7O—CEREOEZAICEHL THHRA

ICTF—2DERELDDHS.

2007 & 7 A~2015 % 6 BETIC J-KDR ICEF S NIRIEFAINRS TlE, RFEM (—RH) RIKE
REPROZ L, TRERKEBERBOBD TIIERFEBEIREZDH 0. £, ZRMZERRV—
RERKBRBOREDETIE, REBE MNER(REXT7O—CERFEZEHESE80%E LD
fo. EERL—RMERT7O—CERRIZ, EFRTRBUNEMERT7O—CERE, SHER TIEREES

ETH.

1) ®EX - GRIIS

& E O — KRB E KOFERIZE T 5
OMOMEERNRIILIZYATYT A v 7 L
Yo —Tld, BANE20/10 77 AF) IR L T,
TV T SRANRBWTRUNELEL & 7 0 — B ERRE
(minimal change nephrotic syndrome : MCNS or
minimal change disease : MCD) D FIERINH W 2
LARIES T2, IR LU A D MCNS

DHARIZBITF 52— kM A 7 0 — BREGERO IR 3
JEFIZIH S 22 Tld e,

2007 4 & » HAB g7 12 & 2 Fhmiae L ¥
A M) —(J-KDR) 2SHEEE S, F 72 IE A 578 A 78
PE (a3 2 g ge ] E - AR
§% - FEROREI X BB EDIRO LG
NDT 2 — FREOKRPEE SN, HEDO A7
O — BIEREFEOEZLIZEH L CH T B INT
ECWE. INLOEBEET—IPLHERICBITS—

&1 2014 FE7>7— MNABEDOZ 568 2BRCHT3FE % 70— EERESERENS LUBERY

T PR
ggﬁ WE | NER | RS | 2ot E%ﬁgigﬁ o
568 %l 242 85 % 235 % 6% 221 % 105 %l
—R%E NS 2,529 2,074 362 71 22 2,031 1,096
EEED S EBEERET 1,657 1,469 127 40 21 1,437 727
(FETE%) (65.5%) | (70.8%) | (35.1%) | (56.3%) | (955%) | (70.8%) | (66.3%)
satdE NS 384 313 57 12 2 307 171
2BERE 10,166 8,094 1,058 726 288 8,421 5,146

(ZRER a KVBIR - —BiZ)




F2 2007~2014 FEO7 45— MEEHL S

SHUIEDOHPBEICH T 2BERE, 70— BERBREEROHER

FE 2007 2008 2009 2010 2011 2012 2013 2014
o 17,000~ | 19,000~ | 18,000~ | 17,000~ | 17,000~ | 20,000~ | 20,000~
= 21,000 20,000 21,000 19,000 21,000 22,000 22,000
— e NS 5,900~ 5,400~ 4,600~ 4,100~ 4,600~ 4,500~ 4,900~

‘ 6,200 5,900 5,200 4,600 5,200 5,000 5,400
1,200~ 1,000~ 1,000~ 800~ 800~ 800~ 800~
SN J J J
At NS 1,400 1,200 1,100 900 900 900 800 900
(TxRER a KYUBIHB - —8RE)
L Membranoproliferative
Amyloidosis glomerulonephritis
(n:87, 4%)

— Primary
Lupus nephritis
(2:126 %%) glomerular
- diseases

Diabetic
nephropathy
(n:204, 10%)

IgA nephropathy
(n:104, 5%)

X1

WA 70— CIEEHOIIEROHEEZIT-72. H
KA =TREME R - H AWK SR P RBE
Refitinx & HpuO & L 722 568 S EH I L TiTh L
7o THEIETEE BRI 9 2 A gE | s - R
$k - AR X D 20144EEDT V7 — Ml
HTIE, —kEA 70— VREEROTRSEEE R
(& 2,529 B (5 & B A iE1T 61 1,657 41 65.5%) T
Holz. T0H HLEGRES 70— BIEMERIL 384 #1
(152%) TH -7 (R 1Y, 512, ZOKREET v
— NEIER & 72134 H B WHME R O & 5HR IR B
T BIHRAN—RTRTZLIZLD, D2EICB
% 4 70— BREEROFHISELRS L OB AR
OHEFT ATz, T OFER, 2014 £ O AHE,
— WA 7 O — CIERERE, #EETE A 7 O — YRR
1EZ 24 20,000~22,000 £, 4,900~5,400 14,
800~900 1 & HEFT ENT W 5. 2007EED LD T ~
r— b hSEABOHEFE T O DER2YITR
. RFE,L S IOV EIZBIT 2 EFAEREIL

(n1,2083, 59%)

Focal segmental
glomerulosclerosi
(11%)

100% o
90% [
80% [

70% [

60%
50% |
40% |
30% |
20% |

10%

(type I1/10, 5%)

S

Minor
glomerular
abnormality
(42%)

Membranous
nephropathy
(37%)

FSGS
(11.5%)

MCNS
(40.7%)

2007~2010 £EIC J-RBR (LB S N=% 7 O—BEREE 2,066 flOBEEEOEE?

MPGN
(5.5%)

MN
(36.8%)

st
e

0% ‘

<10 10~19 20~29 30~39 40~49 50~59 60~69 70~79 80~89

Others

Sclerotic glomerulonephritis

Endocapillary proliferative glomerulonephritis
Mesangial proliferative glomerulonephritis

Crescentic glomerulonephritis membranoproliferative

Glomerul

onephritis(MPGN type I/10)

Membranous nephropathy (MN)
Focal segmental glomerulosclerosis(FSGS)
Minimal change nephrotic syndrome (MCNS)

X 2

2007~2010 £FEI(C J-RBR [CEFEINIz—RERT

O—BEREE 1,203 SIOEHFIERENEE (IgA B
<) ?
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A MCD (N=871)

| —— JNSCS 2009~2010 (N=157)
----J-RBR 2009~2010 (N=404)
----- J-RBR 2008/2011 (N=310)

p<0.001 (0.814%)

Density
0.000 0.005 0.010 0.015 0.020 0.025

|
40 60
Age (year)

0 20

C FSGS (N=209)
| —— JNSCS 2009~2010 (N=38)

----J-RBR 2009~2010 (N=86)
----- J-RBR 2008/2011 (N=85)

p=0.205(0.977*)

Density
0.000 0.005 0.010 0.015 0.020 0.025

N

|
40 60
Age (year)

20,000 7R, — kM4 7 0 — BREMEEE 5,000 {FH
#%T, ) bEEHARME A 7 O — YIRERERED 800~1,000 £
MELEZSNLY.

[ 538F 2 D 2013 4F FEWFSE R Tk, & HIZ4EH
B DPC 7= X—2A & /% 70— BIEFERD
2012 FEFEFSFE B DHERT 24T o TV % AFRAIZ BN
TIZICDIO = — FNO4 (A 7 1 — EIEMR) B L %
DOTFRIHE M 2IToTw5, koT, —kikh
70— BREBERZIT TR, —8, ZkEr 70—
PR L GO R E o TuB LIS NS,
FEE L L TUE, 2007~2011 £ DHER 39 1 H DEET
(2CTH 70— BIEBEREAIE 11,738 14T, ) bEE
FRAROEA LTS E SN TWDAY8793 1

B MN(N=673)
©| —— JNSCS 2009~2010 (N=152)
S| ---- J-RBR 2009~2010 (N=266)
----- J-RBR 2008/2011 (N=255)
3L p=0.815(0.730%)
o
<
Q [
o
2
2 3|
8 o
[aY]
Q [
o
ol
S
o
Q [
o

160 3 JNSCS & J-RBR @ MCNS (MCD), MN, FSGS O

i

Tholz. TOT—=I0IL1EMA 70 —EHH
FWrE I 3,600 R C, EWETH 725 D8
2700 - THh 5 LiEE s hrb,

HIREE(ENOIZBT A A 70— VIEMREROfE
BEZRHOEAE) IZOWTOERIZEGSLZ ENTE
TV,

2) FERINEIS

2007~2010 12 J-RBR 2Bk S - 7u—+¥
FEMERE 2066 Bl ) 6, —RMEA 7 0 — CREMBEREIE
1,203 #1(59%) TH H (B 1), MCNS(42%), B
jit (membrnous nephropathy : MN) (37%), HIK5-



BV SR ER ARG (FSGS) (11%) 78 90% % 1 > %2,

CNOHOERBOEESIIERMIIL > TRELERY,

FAERE Tld MCNS 75 70% 58, FSGS 75 10% 5 %
D5, EEEE Tl MN A5 50~60%, MCNS A%
20% Wi, FSGS 28 10%55% (505 (B 2). MRk
Bl PE SR ERAR B 28 (MPGN) IZ4E #1222 22 59 10%
§5% 50T A, 2009~20104E 12 HA S 7 0 — ¥
e o &k — M WF%2(Japan nephrotic syndrome
cohort study : JNSCS) & $k & 17— &M MCNS,

MN, FSGS D4E#E 5 & U8 2008~2011 4£1Z J-RBR 2
Bk I nsz— kM MCNS, MN, FSGS D4 #5554
B 3127 3Y. MCNS IZEERIZL <, FRasth
AI BN TIPS 5. MN I 40 AR Cldf ¢
HY, 60~T70mEIZE — 27 HHFIET S, FSGS 14,

FAERE 0 & EHE B2 TR 2 e B FE IR & R

R

& BE(CLETRER

a B AR B A A S B
Je g (R BRI e 303 TR B IC T 2 3
e ) SRS TR B - AR RS TR
PRI 2014 4RI BB HB B A 2 © CISRENIEB OR
Bl

b P B SRR IE L B A P AR B S BT
ges g (MR TER BRI s S 3 [ A B B 3 5 3
g | R B - RBBEA RS [ LR
7y — k& DPC F— % ~R— 2 %I L 7 B R |

* S|FSCE

1. McGrogan A, et al. Nephrol Dial Transplant 2011 ; 26 : 414-
30.

2. Yokoyama H, et al. Clin Exp Nephrol 2012 ; 16 : 557-63.

3. Yamamoto R, et al. Clin Exp Nephrol 2018 ; 22 : 1266-80.
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WNRACR X7 O—CEREE Q0% LU LD MEAR TERICES D, FinPRFOBREDTFE,
RUBREOGHIIERICHELZSASAREDPHSD. X704 NREICKDBERELESEETDHY,
BRFTORBPERIBRICEHET 2RAFELTRESNTNS. BIRIEIERKMAEIEIL 4.6 F
DBEFAF TEERHPH 70% L, MNRE R 7 O—CERBFICEENTEND. BERICOVTIET
PRT—EADPFELEVD, BEBTOBRIPZVIEICITIRDPUETHD. BUEBEITEIRSEYE
REMBMECRFOEERTH 2D, — L TEREROIEELHD IEPERHINTNS. HHE
IEHFDREMEREEBEDOHHERIL 25~33%EETHD.

1) SUNE(EEIXR 7 O—ChEREs

W/ NEAL T A 7 1 — Y JEME B (minimal change
nephrotic syndrome : MCNS or minimal change dis-
ease * MCD)IZ/NRIZEFZ L, RIBKREATOA F
2659 5 BUSTEIZRIFTH D, 90% DL I3 R0IGE &
THEMIZELTY . BAD MCNS T b EHRIZEIT
A, 50~60 FELLE TIEER 1T L C R A
T COYMAEES 2%, HARBAEMRL VA M) —
(Japan Renal Biopsy Registry : J-RBR) 7* 5 O #Hi
T, 75 U ETIIBEHREAMG D S TR L TOW
123 75 A & e L, HEICIER T 5 (Il -
5L ET22 H, ThmAkiiT7 H) 2 EAVRENT
W A%, R 100 H L ETIZIE 100% 23584
BIRICHE 2. A MCNS 157 & k5 e L7z HA
A 70— VREMRR 3 & — MFZE (Japan Nephrotic
Syndrome Cohort Study : JNSCS) ®#45 (F&32P) ¢
X, PHAFREOBSEMMICBE VT, EaEMIX
95%, ANEEEMHITIRA 7%, PNEamT i
100% 2BV THSNTWSY, J-RBRIZEIT S 65
w EOEEE 1907 —4% Th, 100% THEEE
BHESN TS (RA)Y.

MCNS iEZ D & ) \ZELEMFRDH <, — KIS
FEB & RO 726, B AR IR I HLR Bt R Bk
HAALAE (FSGS) O 43 Hi IR 2 O 7 W O IRA T
WL 2Bt d d 50, FEEE, MCNS TR 70 A

FIFIMEZ R TE, AR CHIRGEITE R ER AT
{LIE (FSGS) LM s b2 b5V, ok H i
FSGS O EZ BrAb L, @) 23800 A 217 2 13
WEIT 5% AR TH D LIS NG,

EIRIZEET LRS- L LT, ERCICEIT i

ERCEMRANELE) O, PR OB R E R A
% (acute kidney injury : AKD) 25t ST 5.
Rk 26 4EEEMEFTVE B B BAC B B AT SR IC B U
%, 131 Bl A MCNS % #xf 5 & L 72 JNSCS O f#
T, MCNS & 1 1 HUNOSEE BRI, HEH
BEioMmiE 7 L7 F =Y [1 mg/dL EF T & o
HF— NI 0.30(95% EHEIX [ 0.16-0.56) ] R FEHE A
DI 7 L7 F = ERECr 03~078 L
12~31 T — Rz 221 054, 0.28) »3B5-
LCWa I EDRHESNTWAY, 72, Komukai
DITE A & 0 BT ofEsE L 72 MCNS 53 28
WC, 377%12 AKI ASFAE L, FSAERETIE 4 LA
DSEEEREOFEH N — NI 0.36(95% 18 HEIX



# 3 JNSCS (LB 2 BRELBIE R

FERE MCNS FSGS MN ZDfth
AE(B1E%) 157(57.3) 38(65.8) 152(55.3) 31(57.6)
EHE2HARY (€F) 4.3(3.1~4.9) | 4.6(4.0~5.0) | 4.2(2.8~4.9) | 4.0(2.6~4.7)
REH(g/Hor gCr) | 7.0(4.4~10.3) | 6.0(4.3~8.8) | 4.7(3.1~6.4) 5.5(3.9~7.6)
A7 0 K and/or 98.7 92.1 85.5 72.7
SRIIHIZERER (%)

2704 R{ERA (%) 96.8 92.1 80.8 72.7
27040 RINILZ (%) 27.4 26.3 16.6 394
SERER (%) 94.8 71.1 67.8 60.6
AeErE [ 8(%) 97.4 76.3 75.0 75.0
LB 1E (%) 100 88.2 86.5 84.6

x4 JRBRICH(T2EEE (65 KLl L) DRIRERIEMEY

R MCNS FSGS MN

A#

(75 EILE) 19(12) 6(4)

29(12)

701 767 578

BERRE) | 318-701) | (423~839) | (404~970)

65~74 XD
EBER% (75
B EDTEE
AR %)

100(100) 50(75) 52.9(58.3)

65~74 mDA
STRERE 1 B
LDFE% (75
MEDTTEE
% 1% %)

100(100) 100(75) 58.8(66.7)

65~74 mMDA
STREERR 18U
LDFE% (75
MEDTTEE
AR 3R%)

100(100) 100(75) 94.1(91.7)

4 0.21-062) T - 72

EIREAF @O D200, R EER S /O
BEBEGEOBEY HIE L7ZATE A F/8VA
R RIEIHIEE O HICE L ik, oL AT
XTFA VL= IZBVWTFORHMEIIRENT
W W — BT RO DAED S OEIZ L
X, A704 F2OVABERIREO AT O A FHEMG
BICIe L, R mieoBlmEg) A 7 K x
FEIZHH LY, F72 v ruRK) L ERT
04 NEBEHAT 22 & TSR3 5 5 i
AFCOHBPAEEIERSNIZEwIHEDL D
B F e NETEEHEIVVEY 1A LR
Pe G, AT 04 MM A 7 0 — VIERERIC

(ZR&ERa, bKUBIA)

BOWTCATOA MEHEORE L HEEOKTE D
725 L7232V EBOHELH 5,

MCNS (X FEEOD & 9 IZEMER S @Dy, BEEERD
30~70% & EHEETH W HETFMEF & L
TROMESNTVLOREKRTHY), HERBITIE
FFEAE . 15 %L o HA A MCNS #3% 142
BRI LA E I8 — MFZETIE, 30 A
WMOLEREIE LT, 44U LOREERET
EFSEEMMED o 72 (vs. 30 R 30~44 %, %
EHIIE N — FE 099 [050-1.96] : 45~59 /%, 0.44
[0.21-0.917: 60~83 &%, 0.39 [0.20-0.741)%. L2 L
BH, EEE ThHo THOEEREENMLNDITT
3%, EENMLETH L. Lidoak— MIFZET
(X, 45 Ll o s AR s ORI BLATR 5 AFERE D 2
51T 50% 5 TH - 72Y. JRBRIZEHF SN
65 % LL > MCNS & OG220 5 #8158
T CTOMMIE, HIET 647 H (95%E X 4 466-
828H)TH V), BREFIRIZTIU L EHRTH - 72",

2) RIRTEMMERERAE(LAE

FIR 20 1 R Bk A 1 AL JE (focal segmental glo-
merulosclerosis : FSGS) 1%, MCNS & Lo FEERE
A - FBRRGEE RS 545, MCNS &L CAT7aA
IR BZ -85 2 04, BRRIK
, BRERSEKUUBFAZIIELENIEHV. KA
FSGS 38 il & %y 5t & L 72 JNSCS D5 T, F3946
FERFEOBEUMICBV TREEEMIE 711%, 5%
ST TR 76.3%, Nea i T HIE 882% DiE
BHZBWTEEINTED, 13T 100% 1LV EaEE
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D5 A MCNS & B LIS 2012w &8
RENTW2Y, HERBENI KR TEWM S N7
FSGS 201 Bl a3t RIZ L 724 A1 & I & — MFfZET
X, 67 AR o (JREF <15 ¢/ H 2D R&
FI DA EE =40 % ) 13955 B % (Columbia 4348)
X > TRECEL D, NOS(not otherwise speci-
fied) variant 45%, tip variant 71%, cellular variant
69%, collapsing variant 17%, perihilar variant
14% Td - 721

AT 0 A FEEOEY &M T EHE AR
7z, WAL CIEEMN (16~24 HLL L) THEE=E 2
SEME (7L F=vu & LT05~2 mg/kgBW/
H)DATaA FEEFRESN TV, bitE
ToOMGEE LT, #O7L F=var 1 mg/
kgBW/H (J K60 mg/H) = 2~4 BB EME T 5 =
EPRESINTVG, T2, A70 A FENIREM
TOEMEARIIE 132, AT — 7 134+
DIRHD AT OA ROV AR AN TH % ek
DT 2504 FRFMEOB AT 7 0 A
TR R IR L LCEMT 2 2 EAMES
NTW RO 2512, HBEPFICE VT LDL
77 LY AREOHRE L RSN T B,
JFEFEE FSGS OFFERIIW AN T T55% 77— 78
fAE L7 v, 15C J-RBR OffF Cl, Eil# (65 7%
PLb)cofy 1~3FoBigTid, R&EH 1g/HUE
DFFIL0% ELHVE ) THBY. 2751, BIE
THEENCHERET A2 LMo TEYY, 25a1
RAIZIN 2 S IIEE, FRch vy =2 —1) VIHESE
B EOBREPPEFEEINTVED, AV =a—) ¥
FHESE O F EFRIZ 60% FEEE D T EED i S LT
5.

3) RMEE

% iE (membranous nephropathy @ MN) & &
e 70— CIEGEFECROBEENIE L, 3561
40% 3 < SEEGTEA 7 O — EREREFEE 25 5. b
E D MN OFERKISTEIZ DWW TIE, W O00HE
Dd BBV T b 2000 SELLRT O T -8 L LT
I&, Shiiki 512 & % 949 Bl DFENT T 42.1% HS5E 2= E
i, RoeadEi Al T2 2N 246%, 17.1%

THho 727 FEOEFEMIEE LT, BA MN 152
Bl % x5 & L7z INSCS O CTld, 5 4.2 5
DB BV TR L 678%, NEEEMH
I BIAS75.0%, ReawmlAlx865% &, 13T
100% Ve EFEOS S5 MCNS (2 LS
M, FSGS &ML, ZIZFESFETHH I &M
RENTWASY, 72 J-RBRIZBIT S 29 0 & i
MN £ (65 L L) COREEMRE, ReedE 1
R R 13 SE OB B LW TZEN TN
55.2%, 62.1% & JNSCS IZHEK L, RV iEHRTH -
725, —7J5C, Yamaguchi 513 171 Bl — &M% MN
BEIZBVT, FMICLA2EMREOEI P72
EERMELTRBY, EREOBMICBWTIE, i
DB e TR L 2 VB IE 72 5 7203,
FEMIZI13 30% D HARE MRS 5 L Sh¥2 MN
DI DO 1 2& LT, HREROWREE DL 2 &
BTSN A, mitho Shiiki 5 O TIX, A7 0
A R RIS 2 L 2 VB A0 4
TH 374D TEEERE > TVB I EHRENT
B, EERAIHED ) A2 P EvEBEHEO T #E et
59 2 THEHICET 2%, KDIGODH A K4
YTUE, RPEOLFRECER L 2 W EICAT
O FRGEIHREEIC L 2 EREHET 52 L8
RIBINTBY, REAP4g/HUTOREIL, 7
YIOF T vy AR (ACE) HEES T v VA
7 v vy U2 HEEEDEE (ARB) T O ZE R IGHED
WHET, ChafE—B#PEEL LCHERETL2ERLD
%3 —JC, Yamaguchi & 3524 AR R T &
LTCORMATOA (£ 70K V)% #H
ELTWEY, THEREOATRBE AL EH
X, A7 U —EREEROBRERHFEICL 2 HERSR
VA7 B EERBFELTEBNCHD D Z EHEFE L,
MN O % fif 8 A % 520 5 HIR T, bASETIE A
T4 FEPINZS 7O AR) y R IV L
ORFEINHIEE S ERE I L TaRMED D 5 Lt &
TV 55%  Eriguchi & 1d 103 0 — ki MN B
FHIH T AHEY 70K 2A 77 I FEATOAL R
WBEH L 722X > T, #85HFE DB T
STAW ARG T, 757% 2 EMRAFRD
SNzE L, BEFEOHE LY & BITF 22 s L
T KA A K4 v TH - 72 systematic



review I2BWTH, IV L oEMEAITRIE S L
TWDBY, DI 2WMRICEDVIFERTHY), &
HRE SR LEHEVLETH L (V. HESH).

— K MN @ FF 36 513 ¥ 51 T 13 24~60% 12
EEBSST h3E T 25~33% & il ST 5359,
Kitajima 5 1% 34F DL R#E%E S 7z 146 Bl o — k1%
MN #EEZEIZB T, 105 £ (72%) I[ZE B d 5 \»
EAREEEMR I RPELN, 209 B0 26H61(25%)
ICHS 27z LTwh . FEEETIHIRRICL
BSEEED D VI AT BT o IX
42% T, FIMGHEIZ LD EHELD RN LEHUR
ENTVEY —FTHHO®RHEY 7 ukA 77
I FEFHEEOE, 103 Bl 22 #1121 18, 6 i
2, 206012 3BOFHIEEZROTVED, BEKZDR
BRI LD 14ET80%, 24ET 5% IZEHAE SN
ELTWBY 7z, w65 ML) Tid J-RBR
WIEDENTIC BT, REEEM I M 5 W IExse
EEH18 B 261 & FEEEFRIFME W REEAVR ST
\/\7@5).

4) BRIEIETBIERIRIFE R

IS 34 5 4 % BRAK S 2% (membranoproliferative
glomerulonephritis : MPGN) (3§ 2 8T, fEx D
RIEE PR ERCBEIYEICHRET 5 2 L%\, —
KM MPGN 14 30 18 F TO/NR - HEBIZIZITER
LN, TNLBEORIEIZIZE A EPHEEETH S &
K LT s 2 BH40)

REBOEFHFRIZEH L Cd o r sy Atk
VB EOHEITIEZRMEMPGN 28 RIEL TH D,
SIRE LTOEMBRLH L LI3EEL <Y, Bl
BN T 271~65% DHFEDMED D 5V RETH 5.

L A

ki PubMed (& — 7 — F : nephrotic syn-
drome, minimal change nephrotic syndrome,
membranous nephropathy, focal segmental glomer-
ulosclerosis, membranoproliferative glomerulone-
phritis, relapse) T, 201247 H £ CoOHE THE
L7zboe =2 L L, AiEOSETICEL, 2015 4F
TRHETOMMEZ HARKEREB LI UONY FHh—F

TR L7z, S RIOWET T, 2019411 HE T
O % PubMed B & U R —F THEIME L
7z,

* BEICULETRER

a. JEBERE, i SPRC 27 4R ETE AR S @RI se B Al Dh kR
P R EBORMIZE 3 THRETER R BB 3 5 B ANige] &
Tu—VREEET X7 V—7 (LUKBEFELIZ X 5%
#r)

b, FLILE—, M. R 26 4R A ST @ FLE TS A B A
P REBORZE 3 THRETE R R BIC B3 5 R AENigE] &
Tu—VREEET X7 V—7 (LUKBEFESIZ X 5%
#r)

c B R EF-BESES, EATHEEEICHT 2 HEN
FERE 23 SR FERHT - TR i (RS — R ZEE) .
2012 : 53-62.

d. ML A7 JESE - BERORS, ETHEEE IS T A AR
FEF R 23 SR FEERHT - I TR (R — R ZEE).
2012 : 46-52.

e. 70— PREGEHDHRIES. 545508 MG v Bor iR
ZE AT S RS 9 A AR eI A A T e —
FEMERE RS, HBE&RE 2011 5 53 1 78-122.

£ SIEER. HEAEAR 70— VREERORE, TR
B9 % SNSRIk 23 4E RIS - iR se st (IR —
FAEZEE). 2012 : 21-6.
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Ti& - SIFHE

RRERT7 O—EEREOBEFTRIE, BNERLEICEVLWTRIFED, Z0Md 5 FULORRBE TR

BRIFERSALL. EHELT, BFRVRFLHINEEFEZSD,

RPENZ N EIREZITD

DATEELRRAV N THD. AHHEC L TEOMIC, BHBEECLLE IKEBREISIEZN DY

EDDHB.

1) BF#&

1. MUNVE(EB R 7 O—EiEIREF

INSCSIZ & BN T — % TlE, 3~54EDFEIZEB
WCIIE 7 L7 F = VMED 256A51.9%, KIEAR
£H71.3% (FR5) TH VY, J-RBR TOEEE 7 — ¥
TILBBEAEEALIL 0% & D7 < & B I BT
LEFEFESNTVE(RE)Y. LarL, LhE
HIMFRICEH L CdbPEO T — 71347, &<
bho T, KEO 51 BT 57 14 F£0
BIZE T, 3PN EERELZ DDA TH -
722 =T, HED S O TIE 340 Bl 10~20
FEOBEZB T 32 61(9%) HARIBA eI HERE L
72 LTwa2s, L dmilin#EicBw AT O A
FIRPUETH 72 LTBY, BUNELR A 70—
Y4 7 8 (minimal change nephrotic syndrome :
MCNS) DZITE R BIEEA D - 72 W Btk 57
Pl b ATu A FRISHEREN 2 DI L
T, BPREBIFELTIVwEEDNS.
2. BIRS EMEARERATE  EE

Thomas 5 O HIKA5 8 54 ERAETELIE (focal seg-
mental glomerulosclerosis : FSGS) 197 #1244 % A
O A FHEMEETIE, 23% 0 EA4ICHY, BT
AEA SN TWBY . DAE TR 50 4£~FH 5
HEAZFEE L 72BN FSGS D& AR (FEENTE A K)

X 10 4T 85.3%, 154 T60.1%, 204 T 335%&
WEINTBY, BRINEZETRIEIARTH S.
INSCS » 57— % T #4~5FED L LM o,
Mgz L7 F=> 151bix 132%, 2f5LT79%,
RIEARED26% &, TR MCNS IZHEL, W
SN HAREN 10 i TR S 7z FSGS
201 Bl RIS L 722 A1 & Ok — MFZETIE, I
B2 LT T =r0264bd 5 W ITKHEA 2D 54,
10 4F BFEFAER L 22%, 38% Tdd - 7225, JRHAHME
i A (Columbia 774H) 12 & » TRk & {87 - 72 (Tip
<NOS, Cellular, Perihilar<Collapsing) 2
3. IRIEEE

HHENZ BT 5 EEEHE (membranous nephropa-
thy : MN) 1,000 BB OFRAAE RIZ & B &, BEFR
X 104ET90%, 154 T80%, 204ET60%TH D,
B2 PHELTLBIFLIZV ARV
JNSCS 12817 % 3~5 F DM F#H TS, M L
75 =0 15 5L, 2 5L, REIEA SRR
NZN15%, 10%, 25% & MCNS IZHE L TEV.

P EACOBRRY TR T & LT, B
A7 1 236), w60y A7 225), BEAF
OB BERERE E (1% 7 L 7 F = > 15 mg/dL VL E,
) A7 W 278) AT 5T 59, Yamaguchi 51
LV EHOBETIID 505, FilIdTammEsIcs
BhERL LSV (2L, BEE TR ERK
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&5 INSCS (LB BRREDE TR

FERE MCNS FSGS MN ZDfth
AE(B1E%) 157(57.3) 38(65.8) 152(55.3) 31(57.6)
EHE2HARY (€F) 4.3(3.1~4.9) | 4.6(4.0~5.0) | 4.2(2.8~4.9) | 4.0(2.6~4.7)
REH(g/Hor gCr) | 7.0(4.4~10.3) | 6.0(4.3~8.8) | 4.7(3.1~6.4) 5.5(3.9~7.6)
A7 0 K and/or 98.7 92.1 85.5 72.7
SRIIHIZERER (%)

2704 R{ERA (%) 96.8 92.1 80.8 72.7
27040 RINILZ (%) 27.4 26.3 16.6 394
;& Cr 1.5 &1k (%) 1.9 13.2 14.5 32.3
;& Cr 2 =1k (%) 1.9 79 9.9 29.0
FREAERZE (%) 1.3 2.6 2.6 19.4

&6 JRBRICHITZEHE (65 ML) TOERETNE

Fi&

RIS MCNS FSGS MN
AH 19(12) 6(4) 29(12)
(75 mIAE)

HEHE (B) 701 767 578
(318~701) | (423~839) | (404~970)

mi& Cr 1.5 {5 0 0 17.2

1E(%)

m;& Cr 2 &1k 0 0 3.4

(%)

REABARZ (%) 0 0 0

(it 1 &UBIMA)

REA T DS W EA]) A3, BRESEAERIKT O/ B R
VA7 THDHELTVAY, 100 BIFBIZ 51T 5 AEH
By /70kA773IRERT0AL FEOJHT, E
BB A AR GRBATE A ) 12 10 4ETLEIT 100%, 20 4F
TH 90%59 & 7z ) BIF 2 BTSN T W BY.

TWXELTIEH 528, — kM, kB E2E&bET
HRBR B % A 723560 10 B EFRIZ/NE T 40~
50% & G ST wbY.

2) o FE IR

1995~2014 FF DL A FIH L 72 A OFE R,
2010 EHE T A 7 0 — PREMGERIC X 2 P %
HEAFN] BEAE #5013 (average years of life lost : AYLL)
¥, B127 4, LM 1394ETH - 7210, Bk
Wo AYLL(BMER14F, wik1024F) X b KR&E <,
70— YIEBEHPTRARGZERTH H 2 LD
HEINTWE, 78— VIEFEHEZICBW T,

(X#ta, b KW5IMA)

EHROWVOHRR LT, EgFrRoOEYHGE
LGB EERBT 2L EDNH D,

MCNS OB FHIZE WS, A FRICE LT
FLTLYBIFE VAW T— 255 5. JNSCS
WL DA T— % TIE3~5FDORFHIZBVTH6%
AL TEBY, ZD50%5BDEGIEIL TdH - 72
(FR7)*. F72, JRBR TOEMWMET—¥Th, %
LD T 29 Bk 2 FIABETC L, 1 BFHIFEIEIGEF
DIERFERTH - 72 (R 8)V. ZDLHIZETFHRD
LWVMCNS 2B, BRYSED A T X e\ Ry
BEARTFTHH I LI, HEEHFT S92 TH
BELoRETHL LR TES.

FSGS O BHTFHICHET 52 BN T — 5 i3 b oS E
PoDbDIEI R, SEFTTOENT—4 & LT
12 JNSCS 12 & % f#HT T 2.6% (38 I 1 1) DFETE
JRBRIZ & % HEiiE CTOMIT T 0% & BETFHIT
EIIICIERIFICAZSL. LarL, LTV T7T0R
BOEMEFE TR 10 4T 144% DT % B0,
MN @ 172% & FEFFICE VTR TH o 72 L s &
NTWaY, Z2—Y—=5 2 FpLolETdh, 20
TR 30%, 40 TR 60% & MCNS 12 & BIETCH
DF 2 EDEBRTH VY, EMOEGTFRIZETE
BV WeEEZONDL, 12721, INHOHMET
X, FEROFEHIZBA S & e o T e\,

#) 3~5 FEDOBIZHIM 2 & D INSCS I2B1F 5T
FIIF 8% &, MCNS R FSGS £ ) b EHRTH 5.
F 72, MCNS & [ARRIZIEAREIL A 40 %8 % 5 & T\



&7 INSCS [CHITZERIFITOIET

FERE MCNS FSGS MN ZDfth
AEL(ETE%) 157(57.3) 38(65.8) 152(55.3) 31(57.6)
#RE2HARY (£F) 4.3(3.1~4.9) | 4.6(4.0~5.0) | 4.2(2.8~4.9) | 4.0(2.6~4.7)
X704 K and/or 98.7 92.1 85.5 72.7
SR EIEERER (%)

A7 0O R{ER (%) 96.8 92.1 80.8 72.7

2704 R/ (%) 27.4 26.3 16.6 394

BT (%) 5.7 2.6 7.9 3.2
RFESE (%) 55.6 100 41.7 100
EIHREEEIE (%) 22.2 0 41.7 0
IDNIMETE (%) 1.1 0 8.3 0
Z DD (%) 1.1 0 8.3 0

&8 JRBRICHITZEEE (65 ML) TOBHRERIT

DT
RRE MCNS FSGS MN
A
(75 ELLE) 19(12) 6(4) 29(12)
701 767 578
AR E) | 315-701) | (423~839) | (404~970)
5 (N) 0 0 2
R 1
SER N/A N/A S2RTE |
Tak 1 £ 05IM)

52l BEHEEE D 40% & CKD BEDFE 2558
K ThLH.OMER L EE L2HATH S Z & IE
HI2E$ % (R 7)*. J-RBR T 29 #1 D& i MN
BEOHTIIBEORBTIITEALBRINLTY
7\ A3 (R 8)Y, Yamaguchi 512 & 5 MN #£% 171
BIOHE TIZH 1~5 4F (PR 34F) OBIZ T, T
L 65 AT TIE 1.1% 12T E 2025, 65~T70 % T
75%, 70 M T 17.1% & ElhE ORI WD,
A CIIRTEEREIEH L 2 HDIEHBRELEZ LN
BH, MEIXZ DA T, 0BT THOH L
6 BISIEGIEIL TH V), MN BIHED 5 W ixZF DIEH
BT A TH D T EDTRIEENS.

3) SIHERER

JNSCS? 15 & T8 J-RBRY %> & O & P14 S E 2 & M
5E(FR, 10), ROLHEEDOEWL DA 15~30% D
SIEZ RO LMPEIRIRTH L. AT 04 N EDRE

WL TWa 2 EDTRIRENED, TORMERH
WiZe EICB L COERIZHAL 22T\, WRICHE L
LTEVOPIEGETH ), 5FEUNOBIFRIZE W
TE5~10%RITEDRIER E 7 o> T\ D, RYEILHT
WO L HIFERICERET 2 EELRAEHETHY, F
72, BYHEEO L VMCNS THETHDLZ b
IEFINCEERMEE 7 5. EWHEEOABIE MN T
SN EDTFMENLD, REEGE L 72—k
MN THh % 720%, HERBEFEDZEIL MCNS %
FSGS & i L Cilo 7, 5 ELINOEIEE T 5% LT
DFEIETH o 72, MARFER O - B B R i bk
EEL, —EBIE T SNTWAEDD, bAET
EFIEFER X DO TR Z L DR TE 5.

HERYE R 7 O — PRERERRI - L B ARSI M o
AT SELIEDHMOENTBY, & HIZERNE
B L L TATOA N L B IHISr B
ENTVLEENEL L, MM RIEOERT L7z
JEAEDFTIEY) A7 X E DO TEWEHEE I NS,
RFM R ARREGYE L LCId, &, —a2—%
AF A%, A M ATO T A I AEGHED T 5
na.

2002 4E O BEHVE A 7 1 — VIERERE BB IR T,
FEVEEAE B E TS B\ TR BIEE I CIGE & BF
ZEL720E19%, &6 I|\ZKGHE TR L 72ERNI
09% TH Y, %3 LbGREMEDHE LTV %
W LA LRI & 9 12, HiIro JNSCS % J-RBR
D7 — % Tl MCNS % MN (2B W TEGIED 1) A
713 L, LOBRRIZO LA > TWDE &) HT
AR TE L WHETH S, Yamaguchi 5138 1~5
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F 9 INSCS [CH(F BEREFIGHAE

& 10 JRBRICHITZEEE (65 mUL) DEREFIGH

fiE
BRE MCNS FSGS MN
A%
75 @) 19(12) 6(4) 29(12)
701 767 578
ﬁ =]
BRAR (5) (318~701) | (423~839) | (404~970)
E:PNE =P
%) 10.5 0 6.9
B (%) 5.3 0 3.4
FEFRIS (%) 15.8 33.3 17.2
7k 1 KYEIR)

ERGBEIEE L 72 171 Blo—kME MN BEI2B VT,
JRGRE DA PR 65 A, 65~70 7%, 70 i TE
NZEN 22%, 75%, 195% & EikhE CTHETH Y
0BV EGSEEHOAE LRV AVHATFTHL T
EERHELTWLY. REUETIE 8 FH 6 FlAFET
IZE->TBY, INSCSOT—% &by, EKIIES
FENXFIE TN D 70 95 % TAE 76 A BHIE & OREFRDSEET
H5.
BIEDNA ) A7 RAF L L CTIdmEkoft, %%
a7 SEENETONL. A7 U —VIEBERT
FRIE7 O 7)) YAEOREEN D), EIEREOMK
TABEMICHFET S, HRAOFESEA 70 —+¥
JEERERE Z IR E L7iEr 07 ) ViR & kg
A7 ME L2 T, IiE 1eG il 600 mg/
dL Kiili CREIIEDRT ) A 7 23674 L A HEIZ

FERE MCNS FSGS MN ZDfth
ABL(ETE%) 157(57.3) 38(65.8) 152(55.3) 31(57.6)
#RE2HARY (£F) 4.3(3.1~4.9) | 4.6(4.0~5.0) | 4.2(2.8~4.9) | 4.0(2.6~4.7)
X704 K and/or 98.7 92.1 85.5 72.7
SeREHNEIEERER (%)

A7 0O R{ER (%) 96.8 92.1 80.8 72.7
2704 R/NILR (%) 27.4 26.3 16.6 394
EABTREGYE (%) 5.7 7.9 4.6 6.5
EABEMALTE (%) 1.3 0 1.3 0
BABRDEE (%) 0.6 0 0 3.2
EABTANZR (%) 0 2.6 0.7 3.2
EHRER (%) 2.5 2.6 3.9 3.2
TERRTR (%) 14.0 23.7 23.7 6.5
ERMESIETE (%) 0.6 0 0.7 0
JEEMEER (%) 0 2.6 0.7 0
(ZkRERa, b KWUFIA)
BNl Tweb,

FRICHEGTE A 7 0 — VRERRE, A7 04 FERE
PRI G- OFEFI TIIFH R REET 5 1,
WY R EGTFHRE & D & &b IT, FEEE EORKG:
FEVZ B9 2 BRREIR O B%: & HAN RS0 § % 5
e T, ERPICBI L BEEIT) 2L
HEEL D, TBEBHEHEE I LB EBA TR
Mz, BFEIST HEGETHB L CRIZERIZOW
TOBEHFLHEETHS.

CKD IZ, D& HRD Y 27 & LTI Bilksn
LIZESTEY, Z0OH) L THEEDOEHIRNBIE
T LAY 7 0 — VIERERER L, AT 5
IE, IRERFES LS EEE»S b, F72,
FERFHREOBIME, FERFED S b OIMERIAED
INANAZBEEZ NS, EE, 142 o IERER
R 7 O — BIEBEBEO N EE Z R E L72KE
OWFHEE T AR — MR TIE, ST & BYEIZ X 5
A7 ZFIE LT, OO ) A 7 1L 55
BRI EIEDOA ) 2 713 28T - 7219
BEO L7 U — BIEGER 3496 A & iy - Ml &
< v F v T E AT o 72— R ER 13984 A % w512
L7zdFERm gk — MR TlE, + 70— BiEER
BEORIMMERKZET DY) 227 D552 LD HE S
TWwW5 [ZZEEMIE Y — NI 1.38(95% 18 #E X [
121-157) 17, 7272 L, HAO EEEHEMIZT >~
r— MERTHA L 72 2002 E 0B A 70— ¥



SEMEREZ RS Cld, BEMERERE R [CFEE
50.7 1% (R ) ] 1I2B W TR BIZE ((F 793 71 H)

F IS HEE PR L0 11%, S 5120
R CIETS LERNL 05% TH 0 W, ikt 22

MWENEIFWZ v, Lo L, BEAE XTI
BAXRY IRy niE, LT A rahi:
7 CHRRES 2 DS H 5 .

INE A 70— PIEBEREICBIT A.0MmERDY) A2
B 2 02E28, WY CHGE ST\ 528, LI
WWOFIEZ BN S DEP TR T v AN
v, RREA 7O — VREERL, BIRELOIRET
H B SHE RN AT SRR EE DS, R A2
TEW I EAMRILOTFZE THl STV 51819 /)
RS A 70— CREFEFOBRFREZ H 3 4 KEOD
JBN 40 Bl & KSR L 72384 T, 8% 78 30 e AUHT 72
TR 2 F5E L Tnw 22, 4R o/ A L E)
AN LR TV 5%, EEOEME X
REINTEBLT, B O/NEORABIIZETH 5
72, /INEEREVEA 7 O — BIEEBEEO AN LINE
ROFIE) A2 R EHO B EI PIZONT, LT
WA v ENTzTR— M THRAET 2 BN D 5.

70— VHE R CI IS EER T- o8, ik
P T oid, MEROEEATIZ X ) ik
FEZ A U9 <, TR TREBEIR MR < B IR i
M A 2 & 2B IE 7 & OB R IRRED N2 72 1) 15
5.

70— VIEGER & MESERIEOEFE, HEY
— AR E B LR L, 70— BREEROZ
WCTY A7 7775 —%HE LD 2 212K5
SND. MR DI OWTIL, MieZEkefiE
D 5EF% (MARAE DAL - FEBEE T 2> - BIIRR 2 FHIR
) B - A 7 O — VHEBERE O B K g R 0E
WIZE 5T, BIEDOBITRECIESEDNT WA,

70— PIEBERETIE, —RERE IR TlgZE
e iE DBEEE DS WV EREN I O ZE TR S LT
%. 1979~2005 FE 2T COABEEE Z G E L7z
KEOWZETIX, & 70— ViEEROBRE (F 93
FEG) 1L, FEA 71— BREMRE O BE (79 88 9000 11
FEB) 12T, MiZEROAREGD 1.39 55 <,
EIREIRIMRAE DG IR EIEA L7258 0o 7122 7

VR DORBERAAT Y K- =23  hu—
WIFE (r — AHS 13560, 3~ b u—)vHhs 64 Jil)
T, 70— EIEFERIZ X 2 EIRIRE O FSE =R
228915 THh o7, KA 70— BIEERO S
590 HLAWAY 232 1%, 90 HELEA S 1 4E LN 6.9
L Enor-?,

FIR MR ZEREAE - BYIR MAR ZERRE D FSRE B 5 %
FLk T — & &) A7 WA OBE, S HE S h
TWh., F 55O R 70— Pl Bg 298 6o
W E T R — FFFE T, SEEMEO IR IS 254
IE & BIIRIMAR ZEARIE DM ) A 7 1 ZE N 1 424
720 1.02% & 148% T - 722, HHZ7+0—T v
TEIENS 6 7 HLINTIE, BERIR IS 28R E & Bk
MAEREOHERS Y A7 IZZNENTLELY
9.85% & 552% Td - 7z, EHIRIMARZERAE D FAE 2
MEd 5 HFIE, REAR/MMET VT I T
o7z, BIRIMAEZERAEDEAE IR E T 5 H 11T,
PR, WIE, HERE, BREEE, oA #H
GFR Th o 7z. KREDBEZHEAN 300 5 A2 HHH &
N7z 4 70— BIEMER 7037 Az /IC L7z
Bk — MFFECIE, BEEEIR A E O F8E R 1L
32/1,000 N4F(95% 5 HEIX[H 2.7-37) TH b, KT )V
TIVIEN) AV RFTH-72%. v—<=T7D
A7 u—LIERERE 256 B & i RI2 L7z 3k — MifgE
T, BIRMEZERIEDS 11BIZHEIE L, BEZRID
100 BI4EY 720 4461 TH o 72, EHIRIMASZERIE DS
FEWCRIE S 2 R, M7 V7 3 AARME, RE&EH
A, ATIHEMEMETH - 722, KEE A F 5D
898 JEBI D EHE FE A 7 0 — Ve R L &) &
MR E Lz ak— MIFZETIE, EFIRIMEZERIE DS
AEAIITI 79 7 HTT72% Ta b, 100 FI4E Y
720 17 BT H - 722 HIRIIAR ZEARAE O FEHE 12 B
WY LRFIIME7 VT I AMETH D), BRI
TIVT I 28g/dL T4, 28 g/dL £ 1) Ew
AWK RT, BIEPE»o (KL v L
253). WE DR FEMEEIEE IE 78 Bl HT TlL, &
IR AR ZERRE DS 19% 2 A BF L 72, FR IR AR 2800 12
BT ARFIE, METLVTIVOBRTEREAR
DI TH - 7277, NRF 70— CREFERERE TE
HEIRIMARE 2 609 2 561%, 717 — 7 IV EDG
NENZELRENTVED, Gtk z L
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Va—L72#B3iTld, » 70— PEEHICEHTS
IMteZEtediE OHEEDS, /T 28%, AT 267% &
WELTwaY, HIRINREREDOHEZIE, 7
0 — PIEBREO R REEIC L > TR L. Lok
LTI, BEIRIMAREE OB, BB T 37%,
R HE B 48 C 26.2%, T/NVEALTL A 7 0 — Y
fBRE T 24.1%, BIRG B ARBRATEALAE C 188% &
FLHTNLH0

FEIROF WA DT, BFRAETA ) —= 7
L 7258 O IR MAEZERE O FRE &I, FE
DA 7\ —LIREMER 5126 CNE SO B & & i) & Xt R
I ENIR &R CT & B i#IRER CT OWi#E TR 2
) —= v 7 L2WgEClE, Bligel ¥ 721 3B E IR s
12 35% 12520 S, BAD 38% L /NED 19% %
7250 i gEke & B EHIR IR A B85 61 (17%) T
H ol HREROMZER T 721 IE RIS OEA X
2561(4.9%) T o7z, FHEREDHTHRD L, %k
T BEHIRER OE ST, BEEBED 48%, T 2
oA K= 2D 36%, EFW%L) 7Y =720
22%, WUNEALTI A 7 0 — VIEBEIED 18%, IgA &
FED 16%, FtRHEiTEARERARREALIE D 14% 12 A B i
7z.

HE O & 7 0 — VIERERE 312 1% Sl >~
YFTITATAZ ) == 7 LIZWIBETIE, 208%
(ZhtitegEte 2 FRO 72, SERMHTOMGR, Mk
ML EEL7Z20IED ¥4 ~v—ORETHY, &H
FRIZBEMEDSEED H N h o 72 2o ok
5, SRR 72 DI S L AR SRR E R R
FIR AR AE S HH U AL T 5 W REMED D 5
5. B4iEE

DHT LY, 70— BREGEEICEEEE AL
LT VEREINTE 2, W ROEREITC
FEPEBEDS S <, 2014 SRS BHE S B0 5
JEEDIEE I L2V ATF<Y T4 v 7 L Ea— -
A Y IRITIZEDS SR E N/, ZOMERICE D &, Bk
KB D 6 DDOMFE (n=785) A LI EDEME
HE 35 O 38 HE A 05 10.0% (95%CT 6.1-14.6%) T &
D, EUESO RN THRS Th o 7-DI3NMRET, i
TSI TR - MECRAES - R - 3L
- B/ B TH - 12

—7J5, HETE A7z 1985~2005 4E |2 R BHE &

W S 7z 390 FEBI DR A A & a2k — MFFETIE,
EVEEE O AIFERIE31% EHME SN TS, §
R D 2002 DO AETIT b7z EEEFRFEE~D
T v — MRATIE, RARBIE E CICEMEER T
CLAREEBEREZLI2%THY, &— kL7
0 — CIEBERE RS OB BIZE I BT 2 EVEEE O
EPFE 34% T, WHILEBESTLTH -2, F /-
2012 4 J-RBR 12 BT 5 B REO LR T — & (P15
MG 622+ 14.37%) 3ty S, BEMEMES I\ CREE L 72
BEMEEE L 813 FEBID H H 8 11 (1.0%) T, I IX
B E BEIE D 2D A TH 72 7 v — b
2 J-RBR THEBIO T > b)) — 2R ANAL 7 A8
FAET AU HeEN D HHS, LRLOFED S OHED
B, 7V T ANOREEERERE BT B EEE O
BPERIIRCR AR TR WITRESEDS D 5 .

BB DAL O 4 7 0 — Va8 1T 5 B
BEOEHETIX, L <HMBNTWLHEIIM/NELT A
70— PRERRE L) VOSEOSETH B DY, TE
) > Sl DA O BRSO A BF I BE 3 5 hE Bl
QML LHELET S, 70— VPREER 88 fEM (:
B 20 EG 2 &) X RICI3EMO T+ a0 —T v
T xAT o THEBIEFENIZE Tld, ML OFIEN 8
JEFI(9.1%) Th o 72, IS OZRRIE, 8 f
D)L 6 BN A 70— CIEMEHEOZMEITH ), b
D 2BEH 70— BIEEROBKRTH - 72, %
7z, 1980~2010 4F 7 S 7z & 7 1 — B EMERE
4293 Bl # W RIZE O T Y — 7 Ok — MR
T, WU 5.7 O BIEI A 12 338 SEB TR
&S5 2S5 S (5 4F 0 BFEFEAEIE T 47%), —fk
NEOTE B L TR 1734 o2 L 23is L
TWaY, -0 TIE, EIEEEEFEL .
We, 70— YBIEREHEOAEIECTIXIEE NI
B L CATEEE DY 1.20 v (95 % 8 HEIX [ 1.02-1.42)
CLEHREL TS,

EMEEL R E 728G A 70— B EE I
FTHRAZ ) =2 T 82T ) REPIZOV
T, fmdfmonTcnin,

6. MEFR=

BB A 70— BHEGER I L L 22 B ASE
(ARF) O & HHHE IS T 2SI 4725 % h o
7o — N, GNEALT A 7 O — CEERE Il ER



2B BRI H 5% MNE R A 70— 8
FEWERE 99 Bl D WEZ, 17 B1(17%) %% ARF % & 0F

LT, flhzanbE, 24615 ARF I2FE -
7. ARFZE LT 2)ThVELELTE
W B BT - ART VTS VIERD Y, RE
HESZWHEHITIZH ), K& 7+8—7 v Tl
B LT F oV ENEETH -7z TR T
0 — BHEBERE 277 BlOMETIL, 95 #1(34%) A3tk
L E(AKL RIFLE 78 CTHESR) 2 5iE L Tw
72 7B, AKI OFFEBIO S BEERA T DI
32BN DAAINL, P/ NEALR A 7 0 — BIEBEREAY16
B, TgA BIEDSS B, BEED X ¥ F 7 LAHHED 1
BICTHo7z. AKIOYZAZ7{TELT, K7 VT3
VIE - G - BTSN IS O
5, A 70—YREBEHIZBITS ARF BIEOEE %
WL, K7 VT I VIIE X B A MEBR ISR O
KT EHESND, FRCHEEE TlE, AL 220
EIREPERICH D OICBEEBEALICHRY) 2T
<, BHIME ARF OFIERL B ARF ~OBITHE 2
NRFTWVEEZLNS.

—J7, NRO A 70— BERERETIE, ko 17
HTOAEERNRE L-ERH L. ZOWET
l¥, AKI(RIFLE Z#HTEF%) 13 586% 12 A H L7z,
AKI SJE & OBE N 7%, BYYE (%4 v Xt
2.24 15 (95% fEHHIX [H] 1.37-3.65) ], BHMEDOH 2 3
# (%A v X 1.35(95% EHEIX I 1.11-1.64) ],
SEHI R IR (B4 v X 1.10(95% 15 HE X [
1.05-1.15)], EHIEETE O (intensity) [+ v X
H 1.34(95% EHEX M 1.09-1.65)] THhH o720 HAK
EN 388 ffirx 12 BT 2 /NEREEE A 7 1 — BiE R
999 & Xt H Iz L7zl Fe i a Rk — M T, 24% D
FEFIZ BV TEERZ AKI 2SR b, baSENC B
WTH AKIDOGHRPE W ERHE SN T
Wy ma—) VHERTHETONRA T
0 A FIEPUHE A 7 0 — VIEGRE 16 61 GRIR 5 HitE %
IRARTEALAEDS 8 B, MLt R o 4% 4 B, 1gM B
JEAS 3B, T/ NEALRL A 7 0 — VIEBEREDY 1 B1) 08
BRRFZETIE, AKIA381.3% 2 A 572" AKI 03
B Z T, BT 0 —7 v TEOHERE %
BRAEHEOBRME L #E L Tz, 2o X)L, /b
BIZBWTH AKIDFIERFTIE R L, FHnzo

BRGSO B BHER B HIED H 2 HERNEET B4
BhD5D.

EHRICEE L CITARERINEE OIS EETH
D, FIREOHIEREY 2 7V T I Y EFIORS %
ZET 5D, Fo0ERRIEEE LTRGELTWE IV
YZa—) VHEEESLEARENE HWIZKS LT
W5 RARIAESRL, BFRESMEE A2 ET S
WREVEDS®H 0, HEOHEHRCKRESLEE 25, K
TIVT I VIMUEICX T 5 TIVT I ViR,
CEFTH AKI RHliKNE 2 1B LT oY 720 5
FERLETH Y, BRIk T 2 RETIE R, —
R MBS & e o 12312, 1R AL
DIEF CTHEBAIFE S NS,

& S HRRER

1 D% 9% 0 SCHK IS PubMed(F — 7 — @
nephrotic syndrome, cardiovascular disease)
T, 2012 7THECTOMMTHMERLZbD %
N—2A &L, BIRCLETRC 2015 4F 7 H £ CTOH]
MEHARKEHEB IOV F—F 12Tk
L7z, SRIOCETFEIZIX 20194E 11 H £ TR
% PubMed B L U FH—F THE L 7-.

2. JEYYE © CHikiZ PubMed (% — 7 — K : nephrotic
syndrome, infection) C, 2012 4E 7 H ¥ TOHIR]
THRELLZLDEN=R L L, BilEETHEIC
2015 4F 7 H £ ToOMIM % HARXFH & B L U
Y FH—FITHER L7z, S RIOETFIZIE
2019411 H £ TOMIM % PubMed B L U F
F—FTHRELL.

3. IAedE : 3CHEkiE PubMed (3 — 7 — K : nephrotic
syndrome, thrombosis) T, 201247 B ¥ T®
M CTHRRELIZDDER=AL L, HilALETR
1220154E 7 HE ColiMx HARKEREB L O
NS B =FITTHRE L7z, SRIOSETRIZIE
20194F 11 H £ TOMIH % PubMed B L U F
P—F THRE L.

4. BEERE S 0 SCHE X PubMed(F — 7 — K
nephrotic syndrome, neoplasm) C, 2012 4£ 7 H
FCOHMTHELLbDEN—2L L, HiHE
ETIRELC 2015 4F 7 H £ COHIM % H RKE &
BIUNY FH—FIZTHRELL. SRIOUET
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FEIC1X 2019 4F 11 H £ TOHIf % PubMed 5 &
Oy R —FTHREL.

SV AA T CHK L PubMed(F — 7 — [
nephrotic syndrome, acute kidney failure,
acute kidney injury) C, 20124 7 H £ CTOHIH
THRELZLDEN—-RL L, HilFSETHEIC
2015 4 7 B £ ToOIM % H ARMFRH S B L O
Y P =FITHE L2, SROETRICIE
20194F 11 H £ TOMIH % PubMed B L U F
F—FTRELL.
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SEOHA KT A BV TIE, MANVER R 7 0 — CREERE, SR EITERERERLE, B 3 %5
BOZRZIIOWT, DIRET VT X5 &, 2BEICETSCQ OHEHEY S 5.

RAAFTA Y ORI b IBATzA, CQITHT 2HESEE Minds BHH A BT 4 AMEB~ =2 7 VI #E L
PR Y AFRTA v s - Lo - TUF Y AREIHIIC &> THES N2 0D THE. LirL, {0
TEFYADIED S DTH Y, Z OISR - 72 ERO A TBIRA T & LI HROEHEIRIZ LS
b W) BHENLRBERH D, HET VT AL1ECQ TOHEABIMDO N EDIZLDD L, FEHEFRIC
G (L LS TEF YRR TRV HENHIEEE 200 L 5o TV 2 LIRS ALY,
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1) MMNZEBE@XT7O—-VERS
(MCNS) M7 (1 1)

1. ¥EEEE

MEEELELTCSL F=v o 08~1 mg/
kgBW/H (f K 60 mg) 4 THI4A L, EFEE 1~2
WG L CHAT A, Lzh > Coifies 2~438

MCNS
LAt

v

PERRT L. Z0HB2~4 AT LI125~10mg§ 2
Wi 5. 5~10mg/HIZELZS, Dl kE
ELLFIIREBE L 720 B 12, 1 AEAREE 2 H LI -
IS 25, HMEFRFHMICEL Cidxsa4 Fo
FOSHEREIERSE 2 MR D 5 2 TEFNIIG U CHIE
5. MCNS TIZHIRIOZEOAT T4 FEFEIZLD
FWERENE SN L. MCNS 12T AR OATH

2704 KRBk
HENRE - HEE
RIS - REEE

[

v v
HR 2704 RiEHH
1 v
v v 704 K+ REHE
BRI B BN - XISEA
i HiEiE - AR
v MEBROREEIC OV CBET 32 &
2504 K or 27 A4 K+ Gz I I 1
BN - TIEEA
HiEIRE - RERE B BRI
|
* 1 CcQ1 ¢
i SEE 50 BN - TIEEA
7 2704 Ki&AEH HiEIRE - RERE
v
2704 R+ R
MEHEE - IEEE * G g ISR
£EIEE - BEiEE A & LI S0 KY >
[ IVUEL IVUEY
v v SUOKRIXTF IR SUAKRIATF IR
. 337z /—-IEETFIL
=i ARG ** g A5 THYFATY
¥ SUARRY > 2701 L
IVJeEr
WENEA - TEEE SHOAZXTP IR
RIS - AR INEE

1 HUNE(EBIR T O—BIERE (MCNS) mia&E7 )L T XA
ICB9 % CQIADHNE R T O—CEGRFOBREBEICEVN T, HEBINDBRIIMAD ?)ICHT BERE

v N N =

BROTIE, TTEFYRACEDL X7 O—EHEGHZEA M NS> 2017] (CEM L TER L



A FEEHAMEHIE, 2EEEEOEIHEICERT
HY, BBIICERT L. REEERSEE CEE
IR X D RRORA T4 FOWIEEESTFHl S D
FEFITIE, A7 84 FOFFRMEGRLATTA R
POV AR EEZEBLTD L. BRRLHERD N
PO AT A N7V AFEEDHERNTH 5 0 EH 6
TlE%v. £/, MHESIZRIEHERD 5 2 TF
BTH LD D 5.

2. BEH

A 70— VREGEREREO 270 4 FEEE, )
G & [ d 5\ IZH NG & 0 s L CRItGd
5. AENEEE R, HHWITREERL D e L
THHT A2, BRI G PN TWA.

MCNS OFZEBNZB VT, 70— VREEFOE
fift L BETR, BEREETER OS2, ATaA
FIZhz > 27 a AR O %IRET 2 (CQ2).
T ARY % 15~30 mg/kgBW/H THI%E L
N7 7EEZRE L ORGSR ERET 55, TE
1 H 1 R&EREG 217, C2 LNV &2k )
L ELIREENTWS, V7O ARY V2D
WTIEEMM 2BHEEL BESI L0, MPiRE
EBZZ) THPLETH D (RE [4. EF ORI
Fr L BIER JOES) . ERIC L > T 7 o AR
) YU O GIEIIHIEE (S 7 a R AT 7 3 K50~
100mg/H, 72133 V) ¥ 150 mg/H) DBEM%
GaZBLTH L.

EE A 70— RIS T2 A 704 FE2g
T EINHTEE TIE,  EAYE RIS FERED ) A &
e, BEROREBICHICEZE L CHERT S
3. SBEIEFEG, X701 R&EH, X700

Rl

B A\ MCNS THARIFFFER - 2 71 A N A
70— VIEBER 2 R EBNIR LT, SRS
(Y27 u AR »15~30 mg/kgBW/H, F/idv
7O RAT7 73 K50~100mg/H, FAFIVvIE
> 150 mg/H) DN 5 5 WV IZEEEZET 5
(R[4, EFROMEHER L BIEH ] 0HZBH). 3
V), ANESERFERER A T O — CREERFEO
FERIENATERTH 575, BAOHEBFZRER - A
FOA FRGEM A 70— BREERICB W TREHRK
BRI S A TlE v, L LERBNC & 0

ZEBLTL. 25704 FIREUFICEILTY, &
ZOARY Y, YrUaKRAT7 I FOBEINZEET
5.

A7uA FEMDS L ATBEIHEE (> 7 o AR
Ny, ¥ oukA 7y I N, FEIVvYE
DORICE o TOHBHEMBL AT/ F
KAEMEZ IR MCNS 121, VY ¥~ 70#5%%
B9 5. VUFITORMNTEIE [HHED
70— VIEEREICH W 25618, /NEENZRESEE A
70— VIEREEEREL AT 0 A FEZHEZRTR
BT, PR (AT7uA R, SEsiEg) <k
B CE LR VWEREFICRL L. T2, BES
1 T4 YEORMOGEREZE 12, KA OFGH
WY EHIR SN BEFEIHEHT LT L. b, KA
HICHE L7 A 7 0 — BIEBREO BE IR T 2 6%
Ve OIS, LT e v, [ E N TWw A
A, AR, 7 07 AEIEGRER(RCT) Tld e v b o
D, WMNEBEIZBITL2EMN - ettt R"ed 58
HOBSEMEIHE SN TWLTY, 72 #@FD
PRBsE HE P OERIE L M L CTd A 784 NIk
PEZIRIIEBIR AT 0 A RO 5
X2 9ERITIE, RBERYL ORI E LT, bs
ETAFIRTHLIT T/ —VERET =T,
THFAT)y, yra) AZAOFEHIZOWTHHE
BEINDD, IRHOHEHROIE T Y A3 7% E)
FEOLWHL LTI R WD, Dk &b EiiflZEo
P TOHFE—FERIE L L% 5\,

* SEVE (CQ [CEAD B XER(F, CQ DIFSER)

JZ AR 55 RSB 7 2 A B e e v PR S S ORI e 2 3 (B
B B BORTTFE 328 MER B R R B 5 5 AR ST 7R 2.
2017. TEF Y AILHIL A 7 O — RSB RETA F T4
¥ 2017, HEESAE

* 5|FA3ZER
1. Hoxha E, et al. Clin Nephrol 2011 ; 76 : 151-8.
2. Munyentwali H, et al. Kidney Int 2013 ; 83 : 511-6.
3. Takei T, et al. Nephrol Dial Transplant 2013 ; 28 : 1225-32.
4. Iwabuchi Y, et al. Medicine (Baltimore) 2014 ; 93 : e300.
5. Ruggenenti P, et al. ] Am Soc Nephrol 2014 ; 25 : 850-63.
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2) FIR7 BNt RER(FTE(LIE (FSGS) D
o (K 2)

70— PREFERZ £ 5 FSGS (233 2 F1iA
WL LT, &7V F=vur(PSL)1 mg/kgBW/
H (f K 60 mg/H)ME T, 2~4 BRBEHkGET 5.
EHROBEER, £ FEILEHLFITIIATOA
RSV AEELEB S NG, EHEABIIMINE
B4 70— VREFERICHE L THET 5. FSGS (25
LT, B#OATOA FEFEIL 20~50%15 O EFE A
Kemd., JoTHE—BEBREL LTI LT
ZBEEZOND, EHEFELREICL)ATOA
R OREWRINDTENZ &EDHE SN LREFITIE, A
7T U4 FOREEHIRMESGZZELTL Lw. A70
4 FoREEE LT, MHESSEIERERD 9 2
THIMED S 5P S 0TI R, BEEO AT
0 A NFHEERIZ X 2 B 2213 72 W AT FSGS TO
BIZW7E T, P67 AMFIT SN Tnw 5.

A7 uA FROSHEDR AN FSGS 1281 5 FEHIO
HEIZOWTOIYF > 21EZ L <, MCNS OF%
BT BEBICHE L L. 70— VIERER O & iF
EHETH, BB TR RrS, A70A N
Wz 7 a AR » 2+ 5. Y o7uaxAR) »
13 15~30mg/kgBW/HCTRI#EL, + T 7% ME
LMo Gae i+ 425, m4E 1 H 1 BER
B %27V, C2L )V Sl2X D EHT L HED
RESNTVL (REN4, EFOMERER & B8R ]
DEZM). ERICE > TET 7 a 2R Y Uso
FIEIIHIE (v 2 ok A7 7 3 F50~100 mg/H,
F7/2033 VY B 150 mg/H) OG- %EE L
Th Lw,

AT a4 RSO N FSGS 12817 % #ilAH
%&, AT U4 FKLEMEZ R BICR 3 AR ICD W
TOTE Ty AITZ L, HAlHEsE, A7u4 MK
FPEZ RS MCONSIZH§ 2RI LS. AT a4
FEGEIREE (S 7axxy v, 23y rak
A773IF, FLEIVIE)OHFHICE->TDH
BAESAB L OA T 04 MK % 7R FSGS 12

i, VX TOHRGEERLTH L.

4P EDOATOA FHEFIZO 22O, T4
EIED D\ VIIARELEMR TR (REM 1 g/ HA) 12
ELRWEEAIIATOA FikItEE LTATHA R
WZINA, IR (7 a2R) v Tk o0
KATZ773IN, FEFIVIEY, FoEIaTe
J=VBET 2 FNV)EHHTE. Yo u AR v
(% 30 mg/kgBW/HRESBHEZRBL, T 7
ExRE L oS82 EHT 5%, HHEE1LH
1 HERHEG 247, C2 LAV 8IC L ) EHT S
FEDRESIN TV L (RE [4. EROEHER &
BIEH IOIESM) . 2704 FEHED FSGS 12k}
THATFOAL L7 OARY) ORI, EifE
AZERTH Y, BIREIHT 28805 HE ST
W5, 7272, Y7uRR) yoERFERICBWT
FRIEICIEE T ALEXHLH(CQI). 72, 32
Tz /)= VERET7 2 FVBIOEHETSF X5
VEBHTAILIIEREANCENTHL. Lo
L, 3372/ —VEET72F VL FSGS I2xF LT
TRBEH 252\ (CQ 3). IREHBAIZH LT, ¥ 7
02K YU EORENRIVIEY, YRR
TrIN, THEFEFTY L, raT 70 Gz
R 12 5 DE S TlE W,
HASETISEFIIE A 7 0 — PREENEY 232
FSGS CHRE & E (i 2 L A 570 — )V ED 250
mg/dL L FIZTFASH 2 WiE) % 380 A IEFNI R L
T, 3 A 12 o iifEscifsz: [LDL 7 7 = L ¥
A, HOMG M SE 2 HL(PE), O JE 0 I 4 A
(DFPP)] Oifi M cRO SN TS, A5 1
4 FIEPUEFSGSIZBITALDLT 7 = L ¥ ADHH
P& FHl L 72 RCT I3FFTE L 2\ 0S, EFEEAICH
WTH B L OBSEHIEAME SN TWEY, £/,
KET7 72 LY RAFEED2019F0DH 14 K54 2T
&, BRBFEEEB XA 701 FIEPUEFSGS 1,
LDL7 7= LY ADEHINE LCHA SN 5
Brray—IDEshTBY), KEAEREREGLF
(FDA) FE3E (2018 4E) & &, ik DIEHE R D IR
TP THITT 2 L LTw 3,
INEDOEBIZ L o THHRBEINETH 254,
FBhHRE - SRR (FIREE - ACE FHESE - ARB -



FSGS
M3EH
v
#OX7O1 K
WBhERE - IFRA
HEEE - REES
I
v v
BHE b X704 NEHHG
[ I cQ3
v v #OZX7A4 K
BREMEES B3 + S INEIZE*** and/or MIFIERE

v

(LDL7 7 = L 2 X or PE or DFPP)

BOZ70O4 K or @OX 7O K+ RAHIHIE" Egﬁg:égﬁé
HBNRE - XERE I
HEEE - AEEE v v
i L ¥ )3 AEIEHLG
R ATERG }
. SEEEEG EIEE - 58
BEES || 2500 feE
v
27 AA R+ REilHFE
?ﬁﬁb#ﬁzﬁ XHEEE * SR N g T2
HEfeE - AEigE DA P U DA P
T IVJEY Ve
s ¥ SARXTF IR AKX T IR
07z /-LVBEIIFI
£33 AR — R
= R FHFETY >
SURRKY
IVJE>
SARXTF IR
yyxi<7

2 BRRDEERIRAE(LAE (FSGS) MisE 7 L) X A
ICB9 % CQICHT BHBEZRVTE, [TEFT Y ACEDL X7 O—EEGRHZEI (N NS5 > 20171 (
MWUTHER L. F2, A7) ALEXT7O—EEGHEET 5 —

AFITYZXLIE B

FSGS IZDWTIKZ DR Y TR,

PUM/REE 2 & Co IR s IS - ARIGIRE - A
W EORGFRE O AT . b L ITEA
IR o 7Y AT BB EIRT 5.

F72, A7 04 NP FSGS OFFERRF & LT
AN A VAEBRTOREVRALNLH D AL
M, TS OFEFITIXREIPEIAE IR & % 5
:&#%EE%%@*@%#%%E%%&%H%
ZW 4. BzFERE] OHESHR).

%%%%7m—€r@ﬁ INTARATEA FEag

I PIHAE CRIBRGSE R RIFIIED ) A 7 2
L, B - BEEOBEYEOHEREIEH OFH

’+”’E%LT@ﬁTé T/, YU AKRY Y
IOVTRENWZEEELBRESN Lz, Mh

REFSGS ICXTHEDTHY, 70— trﬁﬁﬁzéﬁu

REE=5 ) 2 IHPRETH L (RE [4. FEH O
MRy L BITER ] OIS

* SEVHR (CQ (CRAH B 3iEk(E, CQ DIESER)

JEE e 5 BB SO 56 R I iV M B S R 22 3 (o
B TR S ) WG P S B B B AR S
2017. Y72 A 70— PREEREDHRTA F T4
¥ 2017, HHEEAL

* S|FSCE

1. Muso E, et al. Nephron Extra 2015 ; 5 : 58-66.
2. Muso E, et al. Clin Exp Nephrol 2015 ; 19 : 379-86.
3. Padmanabhan A, et al. J Clin Apher 2019 ; 34 : 171-354.
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3) RMEBEDGE (K 3)

ek, DAEOFEEES Tl A T 0 — BRI LR
FEDOMIAHEREE L TRIO7L K=y » (PSL)06~
08 mg/kgBW/H % 485 L, A7u4 Fikit
MO A RIEHHIFRE L B3 2 2 LSRR S
T&7:. L2L, ZETFTVARIZZLWED, KTV
T ALATIER 3 ICRT £ )12, Ofih#E: -
P (FIPRZEE - ACE BHESE - ARB - HUIfil/ M % &
e IO ) - A TG TR (B R E A B - O
W EoRERE R EOREREDE, b L <30I
M2 T@OATTA FHAWEE, @A 704 F&hE
RO E 2 e L, iRy SR
LThIwnk L.

PRAFIFRIE IS CREERD 5 VI TR 1A
(REH 1 g/H R IZE#E L2GE, REENELY
MBE S 5. 70— BRIBEPEEE 203 5 EIGE,
B B N FRPEIPHIFR % BV 2o W ERAE R (R B
PR - SCRRIREE - ARG - AR X, —EOdE
BHR L TR EHRD RN R 255 2 LD TE 5.
L2 L, SEOREADFHET %GO 7% I3 E
{, EEIPLETH .

PAFRYIREEICC 6 7 HREERR L CL S Md
HVEIANEEER I BIICES WS, A704 R
HRE D L IZA 7T a4 R+ Sl 0%
HAEETH., 70— PREEEEICNT S AT
0 A N HMGGRH I SCRERERE & B L ¢, STk
(TEM(ERER - ATEER) L TERLTWYS
LV ZRW(CQ4). LAL, HEAZSRE L7
#AHn & EEMIETIE 08~1.0 mg/kg/HD AT 10
A FHAGGEIE SRR L R L TR Ch D LT
LEL HBHY.

AT A N+ EIGREICE LT, REEE O
HHRENHEDO LI TEY 7O -2 773 K- 3
V) ¥y - ACTH ISSCHHEREERE & i L CEM (52
EER - AEEER)ICEH L TERL TS L) T
CT YV ADH 5D, DAETIZENEH OB E» S v
s AR ERERIRETDHEDNL VY. 1272
L, gty rs7aAR )y - v 7aKkAT 7
IN-IVYEY - ACTH W R WIENEHE 2 H

THZELEFREOOLN TRV EITEENLETDH
5.

70— CRIESEEIE IS T 2 A 704 FET 7
0 AR ¥ OB RN SRR L LT, ST IS
(TEMF GERER - ATEER) L TERL TV
LWV Z W (CQD AP, AT aA FIEFiED 5\ it
WERGHED A 7 1 — L RIEEEHE IR LT, AT 1
A RET7TAR) ORI ATOA FHEMIZIH
RTREABRD IS ENH S LT HHESH Y.
FHEERORINERR, FHEEOREBRHEL ER L7729 2
T, K7NVITY) ALFATUAL RES 7 OARY) »
DPFHZAT) L2 H/ETHLOTIEI R, 7
ARV ERMBHT A3 20~30 mg/kg/H % 1
H1E#5 L, #EMHREE=5"1) ¥ 7 %479 (K
B[4, FEHOIERKT ERIEH] OHEZH).

70— BRIEREEICNT L AT704 K&
1) ¥ > (150 mg/ H) OISR & el L C&E
fit GEAEM - ATEEMR) 2T LGS
T3 (CQ4).

70— CHRIEEEEICN T A2 A 70,4 ey
ORA7 7 3 FOGERIES R L I L CEMR
(EEER - AELER) 2T 2 e snT
W5 (CQ4). v 7afRA 773 Fa&GTLLAE
50~100 mg/H Ok 5- & L, RERES =X
300mg/kg T TET AL L, 7TUFNMLEIZFEFEICI
WEREE G ORIEROBEN S W LIZER L T
M 20EN D5,

T/, A70A4 Fakr{ s Es)T, A7uq
FEEDAE Y 2355 1CR Y, A ACTH 85 (7
N atsFF)OHERET 5.

B, IVIEY - ruakAT7 7 I FIIEHERE
KFEETIHHEOLEDS D), ¥ 7 aAR) b
BAEBEZII I VERELEHLYET S,

SR B V269 B SR R O A R 01T L 2 e
HIUF Y A LV, (BEOKMEFRIARICE L
TIEEENO SUBTERE 4 OFEK - EPHEIZIS LT
HIWd 5. B EEE TORIEIHIZEDOMEHICE L
T, REFBAITT 2BIEEF LRSS LT 5H
HbdHs oL, AMEHORBMEEIIEFE LD
FBWOTEENPLETH L. AT 04 FEMARE
BIRT 2720, A7 04 FEGEIIGIEEO b % 2]



2 70— HR EM A
(MN)

I

v v

v

RIFHVE S

2704 FEMREE

27O N+ s

(fEBhEE: - isss! > RIS (HBhEE - TR RIFROBE (FBDAEE - HsmisT
HEEE - ARIRE) HEEY - ARIE) > £EEE - ARIRE)
[ cas CQ4 CQ4
=L B : ., N ; .
e AR A AR
A 4 A 4 ¢
R | | mEmmE KEABLNORE
= or LDL7 7z LY X
RENEE (FEBERE - IHEE
__ : HEIRE - AEIEE)
THEBY RS - SRS AT D a cQa
FlpREE - ACEFHEZ - ARB - 220U LZ
/R % & T IEREIFIEE 205 LTI (AAKEDR) YT
IOV /-ABETIFN = . AR
R THIHI SoaLlEET ey | | B
IVIUEY i s
SHOKRRT I K TYFATY > R
ACTH (fHBhEEE - HFEE
SonRRY > HiEIRE - AERE)

3 REEEMN) QBRI XA
A7 XL, A

BEICET 2 CQICHT HHRZROTIE, [TETYAICED XV O—EEREZEN 1 K512 2017

ISR TR L7z, &7, A7IL T XLRBRXT7O—CEGHZE2T HBEMEEICTZHDOTHD. */O—UEREE2IR
WIREBIEIC DWW TIIRFAARZ P OICEERETL, BEZTHNEREIFREEZERT S

50, fA OEREZFOENR, EHEREIINLET
HIWTd 5.

AT uA NHEAGEY 4 847> T, TeEMf
HLVIEIAEEERTINIES WAL, AT 0
A FikPUik & L CoEMHEEOH A ZET 5. A
THA FEnTNAhOREINHEDOHHIC L ) 5Ee
B 5 VIIANEEER T ERICES 2WEE, Bl
DRIEIHEEADOY VB 2 EZET 5.

RBEHANOER CTH AL 7 0) WA - ) YT
<7307/ —VBEET TN THEFFTY
Y +LDL 7 7 = L ¥ ABPEIGHFRER L 72 55
TixH 555, ¥ 70 A AZRCTERIITLH
R EROT LI L RBEBEATIEITERZ Y
(CQ4). 78T LTI NVIEHARKRTH 5.

1) F 2% TN GIE O BEEBE L2 AR
HVTh 205, RITBASE A 7 0 — B RIE I E 2
XYY XY TOEMED L &Y, B
FUCOSCHENT 20 5 1%, BASSIE & 7 1 — BRI
BREWCAT S 2 Y F o~ TERIE R L L

T2 ABOERICEHL TENL TS LTV R
W(CQ4). VY F I TS A 7 0 — PRI
PEBEISH L CTHMTH AR H 575, BT
TIIRENZIME L PR WEIZIIEE T OULELRD 5.
REIHISE O CREEM £ 72 I IREEEMIC
FE LA, RERHIEE O F 7 3 A 1T
INSDEBIZE > TOEBIKIETH 2
DRI - SRR - AEIETRE - AFREL Y
DERAFIFEORMGEZ T . b LIEEAEICES
YL, BB IR 5.

=

%é

7).
A
o,

* ZEVH (CQ [CR8H BT, CQ DIESER)
T2 5 B e M A A S BORTR SE (i
AR BOR TR S 305E) BEATE S D 3 B AT S,
2017, TEF Y ZHS AT U~ CRGERBRATA K4
2017, A

* 5| AN

1. Yamaguchi M, et al. PLoS One 2014 ; 9 : e100835.

2. Niihata K, et al. Clin Exper Nephrol 2019 ; 23(11) : 1288-97.
3. Cattran DC, et al. Kidney Int 1995 ; 47(4) : 1130-5.

4. Fervenza FC, et al. N Engl ] Med 2019 ; 381(1) : 36-46.
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1) WUNE(EBI R T O—EiEIREF

CQ 2

TR BAORNEEEIR 7 O—CERBOBRERECHVT, AFOCRICYIORR) V%

©EH ?

HATIEZRETS.
fI#EIE :

. BAORNE(EER R T O—EERBEOBRBREICSVT, HEINILE

(EEDBE [FFVEE]/TET > ADOERYE [FERICE])

1) 270K LN ORBINEER, FERBNFZEIC DV TRIET Y ZAEL.
2) SEDERER, FEmEzBEL TS, BRECBVTEIET Y ADFHERENSE 2 TEEENH 2.

BRADHNER R T O—CEGRFHOBRBEICHEVT, X704 NI I7OARY VEHBTEZ
ElF, RT7O—EERFOER, XT7O—EERBEOBETH, BHEETNHORDPSBEMNTHS

Pﬁﬁ%ﬁ

HIETIE, — KR 70— VIEREEEO IR
M9 5,000 B & Rt S, 209 Big/NE LR A 7
O — B i % ¥ (minimal change nephrotic syn-
drome : MCNS) 1345 40% % 50 5 HELEETH
D, AT 25 DO AICBWT L% RE
T2V, MCNS ZRIBREATOA F(AT0A1 F)
W2 X BIHEFEIZED 90% DL Lo fERI T B A F 12
FIRPFOND DS, BIRGEO AT O A N Wi
Hrk 12 BE D FESEERIE 30~70% & S TH 52V,
Zww 2 MCNS O FSEHE 233 2 iEHIE A 7 1 A
REEBREMFHT 22 L2 THiT 5800 bR
BEELREEEZEZOND.

SEDOYATIT A v 7 LEa2—(SR)TIE, BA
MCNS OFFEEHIZBWT, MAHL L THEATH
A FRIETNHIEE £ 72 X REHHISE (R 7 a A4 Mt

AW, WHEEEE LCATa S FEEEL, 77 b
LELTA7u—EIEBHORSE, + 70— YiiERE
PO, EE, BRI, Quality of Life
(QOL) = &l L 72 ~ ¥ 1L lb i3k B# (RCT) %= &
F L7z, SRO#EE, 1AKDRCTHRE 5152 )
M E, Yo7 a AR Y (CsA) B AT A K
(PSL) I $ 2 50 51> W ChEt L72Y. RCT 1
RKOIRDT=0, A FFENTIIFEN L 0> 72,
PEFLVHETHL (6T HBETCORT
O —PEGERORE] & [BE1IABITOR7
O — PIEBEREOEM | 12w T, & D ICHKEFm
ICEE TR 2o 7275, CsA OPFHAYPSL HA & 1t
BRLTET LwEm»REN [6 T HEEFTOL
7u =5 1) A7 H(RR)0.83(95% 15 H&E X [
(C1)029-239), 1 7 H#tE Tor 70— PEM RR
1.25(95%CI 1.00-1.56)]. QOL {22\ TIZHE A 7%
ol BELLZWRHIRELT [67AKETO



e | IR QICHIEN R, [6 T AHZETO
BRI T (g2 L7 F =~ (CoED LEF) | 1o
W, FEMFICEE TIE R h o A HdEEE X
I ANBEDBEE % S L7z [l Cr flEDZ L&D
B 0 — 008 mg/dL/6 71 A (95%CI —0.21-0.05) .
A SR THIH L 720981k, N4 T AD ) 27 (FEE
itz &), AAERES (WHget > IVvEiod %z <), I
EEME (7Y M1 AFHEOMM OB S ) 226, 7
ADOMEEME TIFFIE] & L72h, Y7 a2
R Y RBEMT A L ORGRIEEE 125 0] EMEDS
HhH. 2720, RSN MCNS HIEE % x5
ELTBY, MNEOBEEITH L THTIEE 2003EH
SMTIE V. F/2, HAICBWTHEIHEIZOW
T, BHEESCEIYEDOTIER EOEFE L R WE)
RICOWTIINEEEDFE S, BEOMES - A2
WZOWTIEEBID T A BT 4 SERIZES L&
ATV, ERRT Y N A OEFEEICHT B AREEN
REFIEIEIBELLL hnEE 5N BEEAD
HBAETL2IZAMNIOVWTOIET Y A BEoN%
o7, A X PSL HAI L D & CsA B OIZ
I DVEIIIC BRI RS D S, L, 4
BABITERICHEL L) A2 DD, TAMIONT
BRI K E LD LD DD, CsABIMCE
F2 3 A POBINZOWCTIRIRENTH Y, EH
R % BRI DA REED D 5.
BENPOHFEICY 70 AR L2 X BHEREAT
A IiE, Yy a AR L olThiEE  #EEIE
=) TTLLENSHY, HMELOEENE
Lw, T/, EAHSEOME IS LT, EE#%
G- BERNC X 2 EIVER & L CBguiE, BFREE, fTkE
&, THHERERE, WL, EHERE, BHER,
fLEFREIR, FINEE, fRANREZ: EO38E, F7/-2 70

ol

AR ANHEE 2 EIER & L] i 5 U N
iE, EATHESEMEEBERGE, V) SRR, £
FEREDRIEIZOVWTE=Y ) VI HPLETH 5.
B, v ra AR 2 USORERISIEE, FERE
HHERIZOWTIE, RCQICHTLIET VY ANk
<, HEEDSHE o7,

—RERET T —

BN DBUINEALTL A 7 1 — B REEERE O TS5
THEBE LT, A70 FEFAIDHATOA N
2270 AR YEREHTAZEARELET. &
70— VREBEHOER, 70— YEREFOHEE,
BHRRETOE,S, Y 27aAR) Y 2FHTLS
L OFEIIAFIIE 2 LA T RESEA S 5 72T .
B, SRIOHESL, FEmErEELTBY, &
B I BV CTIEARHERED YL CTLE 52 EAEFET
T REDPOREMICY 7 a AR LK BiREE
TH720121F, Y 7aAR) yollhiEEr £=%
)Y I LNENRSHY, /2, ATuAf K su
AR ¥ OEMHG X BEIEHORBIEIZDWT D
) Y ITHPRETT. Y a AR L USOR
FEPIHIE . JEIEIIHIER O W TR T e &
NTBLT, SHEIFHEENBEEFHATL.
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2) SRR ENERERAEE] LAE

CQ3

. BADQ—REFRRFEERIKFE(LETAT O REEREDBREICH L

© T, HRENZEEEES, ?

P BADOZRTO1 REFEO—RIERIR D EERIRAELIEICHS VLT, RF70O1RIC70O
AR EHBATDIEZIREERT . HREOBE [FFUVHE]|/ITET > A0OERM [1K])
BRADRTO1 RO —RESERDEIERIREBELIEICHSWT, ST/ —ILEETE

TIFILBIUBHETFIXIV U ZHAT B EZRET S.
8|/ITETVADERE [FERICE])

IHEEIR :

ERDmE [V

1) SO70RRY> - IT7x/—)IBET7 T FILUHNOEBIHEZRICDOVWTIE, ITETYINZ UL
2) 2O7x/—I)BET T FIE—RESIRDEIMERERATE LE (CREE R Tlda L.

BADATOA NEFEO—REERDEMERKABIEICXT LT, A7O4 NIZ7ORRY V%

HATHIEEEREAICAERTHY,

BRENHTIHRPRESINTNDS. &L,

a7zxz./-—-)

BETIFABLOBABTF Y X RV EHATHI LS, BREACENTHS.

D

BAD AT T A N — R IR 8RBk
R AL AE (focal segmental glomerulosclerosis :
FSGS) O EHIZBWT, MAREL L CRENIHISE +
G (ARB/ACE f#E# and/or A7 0 4 F) %,
SHHERE & L CREGR 2 e L, @38, BoE (BT
BADL L IIRAH), BYWE, 70— BIREBERFOE
R/ AGEA G, BEREREICT, Quality of Life
(QOL) 27w M Ak LCEHMEiL72T v % 1Ll
B 3BR (RCT) Mz L7z, 8ARDRCT 25t &
EHED L XM B TG & OS] RET
Holz4EKDORCT 5, ¥ 27 uaXR) ¥ (CsA, X
it4), 337/ —VEEET7 7V (MMF) /7 %4
A% (DEX) (CHk3-4 4y T =2 25T F
YAERWMBREOR), 7L =<7 (S
D, 750 5= 7(CHk2), #77 F—ACCH2) I
DV, MR AR A A L2,

EIELWIIERTH D [HIE] O IZONTIE,
CsA DA, HEG#E (ARB/ACE FEH + 2 7
O F)OKREIBEL THBEICEIREZ R S 872

[RR 0.35(95% 15 #E[X [ (C1)0.13-0.98)]. F7- [
fi] 1X, CsA OftH (EH#LE) & MMF/DEX O
H (ME2HER) 28, e # (ARB/ACE [HESE + X
TOA F)OAKR LB THEICHMSE7 [RR
15.92(95%C1I 2.30-110.13), 10.25(95% {2 H [X [
1.30-8087)]. #F L BWAIRTH 5 [IEgeE ] 12
DWTIEIEDNZ Lo 7245, AN TG SN/
HERHEPSIIL T L AVRIRITNIVWEEZS
N7z, 7vv=x7, 7¥)VLRT, 527 h—2A
2R TH ), WEEBPV L, wTho
TR AIOWTHEEKEIZIFFICLL, FE
TRERIIEO N o T,

IV ZAOMEFEMRIE, CsA OFFHIZDWTIEN
ATADY AT, NHEHEED?S [R], MMF/DEX
DEFFHIZOWTIEINA TADY A7, ks, JE
BRSO IR & L7

b2 5, CsA, MMF/DEX #3814 % 2 & OF)
IR 2 BRI LU RRED D HAS, TV AD
FEEMEIZR, T X MIOWTIE, SEEIZEE
FBT LIS, BRORREPKELEDL LD
D, CsA ZBICBIT ST A OB DO WTIZIR



ETH Y, FIESIEAFLEZ BRSNS 5.
72720, DHETIE, MMF (3 EFERERR R RS
PRBSE 1 7,

B BT EEE IZ oW TIE,  RIOYE DS
HBEDEFE L BWERIRIZOWTIEE S 4 A AHEE
MWk s. 72, RALAWIZEICBWTIEIT YT A
HEEINTELT, 7TVTANTOMEIZRL L HE
Wae s, Fl2, Y7 a AR NIV TIFERK
REHEELBEIND. M Lo e 7o
TBFIEAED S o 1208, HEE 2 & BRI E
ISR 5> 702K OB R 2 WE L7
eI, RITAROERPEONTLEHEDPAEL S
VAZPFRENTVE I ENLY, BEEICBWT
IARFEEEA L D BT D 5.

B, BEDPOMEMIHHEEIT) 72012, CsA
MMF oI gl ESZ N ENEE L <, Mg
FEGE % i 2B ETH D, RO Z
LWIEE M DS iE 2 U 3 2 3581, PR
M, FHEOEH, AXGDbELZEOEA1S, B
IS R BEHI il & OMHEAWLETH L. ATHAL FE
B RIEIIHIER O BRI 5%, BRI oA A i
DFFENEE I NS 728, FKGEHHIZOWTHANS
B EMETEAETL I EPET L.

—fg@FH< ) —

BAICBIT A 3 70— PiEFER Y 235 — kLR

R EIVE AR BRI ALE (FSGS) 123 LT, £ 9 A T
OA FIZLBEBEMTONL Z ED%nTT. Ly
L, 17 AU EOME, ToaE0A704 FIZX
G EAT 5 TOEERD TS 2\ (B L
V) AT OA FIEFUEOEM AL, T L)
% B A AT RIS B R BE DY L CEATIRHR R
BMPLEE 56 2L () »BReShET. 2o
L9 ATa A PP FSGS 12xf LT, A7 uA
RNz <, fEHEchH L 7u xR 2 bt
H3 52 kit REABAYS L OEREREDER
MR DUREESH) 9. T2, AT0A FHELZ
a7z /- VEBEETFV(BIOEHETXY
AT ) EGFHAT LI, REAZBRAT A
REVED D D T34, BAEDLHETIZRBEHA?DH Y
FHA. 2B, SHOHERL FEEEEEZEELT
B, BWEICBVTEIIE T Y ZADOARHEEEDE
FLUREMEDN D D . BEPORRITGEEAT
ADIE, Y UARY YR EOIMTEEEE=
)T HLENRSY, 72, BWEHOZEBIZS
WCHEZY Y ¥ TR TT.
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Trachtman H, et al. BMC Nephrol 2015 ; 16 : 111.

Gipson DS, et al. Kidney Int 2011 ; 80 : 868-78.

Cattran DC, et al. Kidney Int 1999 ; 56 : 2220-6.
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3) RIEBIE

CQ 4

. BADR7O—CERBEZET 5 —REREBEC, #HREINSEEEM@

Ch7?
Y 1)

2)

3)

4)

5)

BADR7O—CEREZET 2 —REREBECS VT, STHRREEREVES T
ORRAT77IRERTOC ROHAZRERT . (HROBES [HOHER/TET>
ADHERMY [FFHICE])
BMADR7O—CEREZET 2 —RERMBECS VT, STHRHREERIVEIY
VEYERTO1 ROHAZRETS. (HROBS [FOHE]/IET > ADMHESR
% [BERICE])

BADZ 70— CERHZET 2 —RMRUBEICSVT, SHFREARRIVES Y
OVARERTOAS ROHAZRETS. HEDRS [FOHE|/IET > ZADHE
K BERICE]D

AN 7 O—CEREZET 2 —REREEBECHVT, SHFREEMREIVE 70
SLATVINERTOAL NOHAZIRET S, (HROEE [FUOHERE]/IETVIAD
R [FEEICE]

AN 7 O—CERBEZ2T 5 —REREBECSVT, THEEERLVD
ACTH [C& 8B ZIRET 5. (HROES [HFUVHEE]/IETADERY R

IZ1])
Hem=1E

1) RE, REBECKT 2970 ARERMRRERATEZL.

2) 705 L7 LBBAKRERETHS.

BRADR7O—CEEBEEZET 25— REBEEBEICEVNT, FFREERLVESIORKAT 7 X
N-IVUEY-£270ULR-7QFL72ILOVWTHAEATOAL ROHA, HLLIZACTHICK
PieBERETS. /20, 270V LRARRBKRERNTHY, 7O LT VIVEBARREARBETHS.

E&II

&

(A DA 70— VIERE % 23 25— R EREE
FELZ, MRS NDEHFIM? ] L)z )=
7T AF a3 v (CQYITHR LT ofEIZ THEEE
RE L7z,

AR SCRMR R &N B —F 518 5 725
M6, 4210 RCT X2 B L7227 MR
HRZBEDORICAR SN/ EECH(42) I L T8
ML7Z. $XTOLEARCT TH o 72h, Fh2E
NOLEIZ BT, FEHG=, 77 b A0
W], PR/ AR B OER, BT O
Fm—SNn T i oz,

HEIRREIZBIIA2ERLZTY VLD L, 2FE
LWRIRIZEDL T M sk LTEE, Bk
GEATFEA - BRAE), 70— VEREOER (%
G REE), BRERT (2 LT F=r 20T T
A or HEESRERRNE#EE), EiHFOE (QOL) » 5HH
AHEL. ZFE LA WRIRICEDLIER LT Y
N7 LR EIHEDSIE L LTz, EREFHEAT B %
HHICELCE Ay NI —2 A5 RIT & T 72, &F
filiL7-38FNx, A704 FHEAS L FFEAT oA
REIIHIEE (ACTH, 7 F4+ 7Y v, 709 A4
TN, YrUuAKY Y, rukA 773N, L
JIV/IF, a7/ —LVEBETFIN, YUF
DT, 4 oa) AR)TH Y, o R SRR



(FIPR3E - ACE FHE - ARB - #ulli/M#E %2 &t Jk
SRR ) AR e L7z

SR - BGUE - BRI T IS B W T, &AL
WL D SRR EUEE & LR L CRE R AR R R
Doz,

BRI GEMT - B ICBWT, 70T 47 Y0k
SRR HUMEE & R L R RIS 9 S TR
AEEH H L7z [RR 0.32(95% 15 HI X (CrD) (0.11-
094)] %%, MhOFHNI I SLHRERFE HAMHEE & It
L THEEGIRERD b otz

Eif(CRER - AEEERTEL)ICBWT,
ACTH [RR 205(1.04-407)], ¥ 27 ukxA773IF
[RR 167(1.23-227)1, 3V YU E ¥ [RR 1.84(1.01-
339)], #2701 LA [RR 186(127-274)] 133
PR HREE & I L TR EICE MR 2 3R 3R R 05E
HHNTz. ZOMOEFNIEELRFEE RO R D5
7z.

DiEns, AR 70— PlEERE»ET 52—
PERRVERMEIZ BT, 2301 - BYYE - BRI T
(B EG2 BEFAIBED SN o778, zaF
LTI X BRI L) SCRER L HEE & e L
THBEIZEIEGENT - ) Z 5 TRRSRO S5
. Yr7aERAT7TIRN-IVYEY - F 0L
AL ZA7aA FOBH, 3 LIEACTHIZX A
PR\ SRR R & LB L CEM (e i -
SEEEM) A B REICEINE &5 LT 7.

72720, IRTCOEEMADOLE T AFHHIZ B
W, $RTOT Y b AICR LT, BN, B
JeN - WRZERI N A 7 A, ASKEHEYE, FREEGME, BE
PWaFBDI720, TUEF Y ALNVIEERE L TE
T O &L 7.

FEHWEMEICE L T, 270947 VIdHAR
HKFR, &7 1) A AEIRBEE AL 72 0 18 F R &
HWF L7z, a2 ML, —kMr70—BE
BEREDOMERIRE 2 21T 5 2 & TRIEIZZ T ANDFF
HEND LB

COREREZITT, 7SARIVEHEIST, RCQITxt
LTS 1. 20RFRZBIZES T2,

ZZT, bPETHHINTWE Y 7 AR ¥
BEHOIE T 222, SENTHESEAH 72 22>
TR OWT, BHEMZ 5.

FATDF v bT— 2 A5 Y TR E B
BT EY 7 aRAR) YHEGIIERIH L TOR=
281(95%CI 1.08-7.32) L HRE RN EDHE ST
L. oL, S, 70— VYEREBESENA N
T4 2017 TIRHESEE L7227 0 AR VS, iR
WL CHEBERHERL BB o72 [RR 1.15(95%
Crl 076-1.74)1. Z#Huid, 2016 sELIRESE SN
Fk (40, 41, 42)%, FATOA Y NI =2 X FFEHT
RSN TR WICH (2, 6, 8, 24, 32, 34) %4
FOMENZEML, FEITOLY b T—2 X 5§
HECERH S T 73Tk (44~47) % 4 OFRE Tl
AR E LB E 2 005, SRIFWSCHO
L BN TOBIRERICLRETH D, bAE
TlX, A784 FHMFEEDS LIEY7uxR1) ¥
AT A FOPEHFEEIBADEEN L IEHETDH
D, BIBIL L RZToNE. F0z0, SEO
AL, Ao FEMEED LY 7a AR
yERATUA FOPRBEEIERE$5 50 TIE%R
{, YIUAK) ORI RTLZIET VA
PATHTHB I EZRTIITER, 2F), &
FIOHESRIE, ZHWORIEH R, FIRE OREERE %
BZ LB LERD 2T, NS DIERERY
79 2L 2HBETHHOTIEIZR . bOEOEREE
GATHERO7-DI21E, EHORIEHR QOL & 7
7N AFHECED T, FRICHEAZ R E L2
R 2 BIE M % 508 L2 TN 5.

F 72, BOEASSHE A 7 1 — BRI EE 6
L)X TOEMENRESNTBY, SHO
HEER I SRR TR D F2 24805 S 7= B SCR (42) 12 B
LTONY FH—FI2TEIML, @i L7:. @ ihro
R BRASE A 7 0 — PRI I 50
FURTEGIILERE LKL CI2 VABOE
fRlcxt L CHBERMERE RS 2D o7 [RR 1.50
(95%CrI 0.73-151)]. TSR OMEHTIZ 12 7
ABOERE2 P LOT 7 M AELTHEF L E
W2k LT, STk (42) Tld 24 1 A0 Eff %2 Lo T
TRALELIZZEHEEL WL EEZLNS.

LENIRIET B 7201 X S PIHIEE o i rp i
SEVVETH Y, MR % FEhE 3 2 ARl E
BEThD, HHEEBRDOZ L WIEEFIE DS EHE 2 H2Y
THEAL, MhEEER FHEOER, ANE
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b EOFEND, BEMERLFERFIM & OB A
BEThbH. T/, AT0A4 FeghiuEiiflEok
G X BEWEH E LT, A704 FTIRibhEsE
Beg EILE, BYIEORIER &, RIEIIHIEE T
BN, TRERERE, WIME, BRI, IFREE,

JEGIEDFIER EDE=F ) ¥ FPNETH L. —
FHC, EMEEZHET L7012, HEARORE
H, MiEREN, ME7 V7 Iy, MiERaL A7
O— VOFHESLETH L. AT0 L FEELpkE
WSO B 5%, BIVEH CH S AT~ DL/ DS
MEINLZO, HGEEIZOWTEHEANIEE - B
M CHET A EDET LW,

—BEFH T —

A D A 70— CIEGERE 2 29 5 — KM EE
WAL CTEIO S LA RN, ThLE TiZhhro
TWEFATLE. 2OHA FF74 0 TIE, [HRAD
70— VIEGERE 29 5 —REBEEEELS, %W
ENDHEFIMA? | L) SR EREL
#—7—%#%u£®mi%ﬁ«1,éfiiém
oML & RATHMZ LT L7

NG R2UBOMEPLREDOELFHE L TE &
DERITV, 78— YIEGENY 2T 5 — RVEREE
JEZ E T HHMADEE S AT B iERED EORESE
AAFES, B GENTEA - BB, % 70— YiEHE
BEOEMR, ERAEET, ESO"E, EIYEDRIE,
ZFOMOBINECEEE Y 52 20 EFH~F L.
COFER, 7o —YIEREREY 2T 5 —RMEEREE
FIHEEAHTLIHADEZIAIIBNT, EL(H5
W 2 JEK % &) - ERGUESIE - BARREIN T 2 AR
WO THANIZOOSNTHATLD, 70547
VOV (HARFAKGE) 12 X BIHBITAEELC
EPEOONFE L Y/ ORAT IR I
DEr - Fruy s A RBEH) EATE A RO
BEA, & L <13 ACTH IC & 2 iR I h i) 3 %
L 7 W SCRER BB & iR L CER (a5
f# - NEEER) A BRI ST L

L Lad s, TNETROHEIZBE VT, BEHE
DIRFER TR ORY, FEHIF G5, SRR TT

EAINTG NG TH), FHEOREEIZHRL THVD D

BIL 25§

TlEH Y FHATL. FBTOFmMEAET, A
DA 7 a—VIEERY 2T 5 —KEEEEEC,
BTINDEHRIIM 2 ] &) BERNSRT LT, THA
DA 70— VREFERZ 2T 5 — REFEEEEIZB W
TEFHRRE MR L Ty 7 kA7 7 X F,
IV, YUY LA, ZJOTATIINONWT
e A704 FOPHEZRET L] [HADA T
O — CREGRE 2 £ 2 —IRMEREEEICBWT, X
Frh ik ) & ACTH IC X 2R 2IRET S &
FTAHPREIZED F L7

72720, A OHEIIIIIEDLHETIIIEEN G
BE L TThbNTWwh AT 0 FEAMEED L <1
YIZUARY e ZXTFa4 FOPEHEENESTH
L30T, AL RT RN 2 GE
(ZEF L )P ThVnEN) ZEZIFTHY,
FEHER TIIAMOIO L A2 5N b DnHEFET
T, BEEORIEHR, REEORBRMEL ZE L7
) Z COMPULERD 7 0TI S OFERIGEGH AT
VT EEBRETHLDOTIE RV EIZEEPLET
+.
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1. BIEHRIEIX 7 O—CERBEOFEZERT DLHICBETHD. AL EFIREOEMEIC
B3I ETVARFTATIREL, BEDLAKKEHRIZHEREINTOEL. BABRFERICESE
RRBEOEERE - RBEREH A KT VYT, MINERERE X7 O—EERETIE, 1.0~1.1 g/ks
REARE/R, WINERLERRTO—EERELUNOR T O—CERETIE 0.8 g/kg REFE/HDA
E<HFIRPERESN TS, IXILF—ICDWT, AR EHFIRT Tl 35 kcal/kg IR#4KE/HIC
KUBENSG DV APREEND ZEPHMONTUVSD, BIBREATOA NREICH DHERFEPERBLR E
ZRHLTOBHBEICIE, BERRKICECTIRIVF—DOREPBEELRS.

2. RT7O—TEBREICETDRE - EBHFIROBANMEILBASHTHL. REFHIRMASE - fhmiesE

RIETFRHDIHDEBIHFEIND.

3. BIBREATOA N - R TEARPOR T O—CEREETIE, BEUATICIEU TRHRIK
HIIFUBROA 2 TINIY I F o ORBEEHET 5.

1) BE®EA

1. BIEHIFR

BIEHIRIE A 7 0 — CREMREREORIE 2 B3 5 72
DIZWLETH L., T7 2 AL CKD ZEN A
K54 > 2018” T, [CKD E#FIZHB\ THEIME -
JREHOHIH] & LIMEREDFH D0, 6 g/HFE
O ABIHIR 2 323 5. 72720, @EORIE
ZEELRLTRENS H7-0, 3gHLEELT
84 OIEFNZIS U CTFRARET 2] L& hTwn
5.

CKD(Gl~4) Zxf% & LT NaZ L HENafE % It
B 1L 72 RCT @ X # fig#r! Tid, 738 A, 11 ® RCT
ARET Sz, 24 BER Na PEith 135 Na $BHEE 104
mEq/H (95%CI, 76-131: I : 98.0%), 5 Na {EHL
# 179 mEq/H (95%CI, 165-193 ; I? : 855%), #
123 T-80 mEq/H (95%CI —107~ 53 : p<
0001) TH Y, HEFRIZ7 20 RCT THEF S hre.

ST, K Na BREEOZE K 090 g/ H (95%CI,

0.65-1.14 ; I*: 81.7%), & Na IO EHIR 1.34
g/H(95%CI, 1.05-163; *:777%), &HAREDF
13 -0.39 g/H (95%CI —0.55~ —0.22, p<0.001),

BEWIEE TV (R 0%, p=0913). 7TNV73
YIRIZOWTIES DO TRl L THB Y, i Na
B 023 g/H (95%CI, 0.14-0.31; 2 : 94.7%),

% Na #EHUEE 0.36 g/H (95%CI, 0.23-0.49 ; I*:

940%), TIVT7 I YRZEDOFIHIZ-0.05 g/H (95%
CI —0.09~-001, p=0013), BEMEIIHEE TR
(I2:347%, p=0.190). Vb XY %o Na flER
FEAR, TIVT I VRS D L O
MG E N R T V7 3 VHE(UAE) & 5 W
G7NVTIy -2 LT7F=VH(ACR) 2, B2 b
Na 8o 2k — M THE L7 RCT ® X ¥ f@hi?
Tlx, UAEIZ2WT, 11Hf%, 23 34— b, 516
No5hgat Sz, 24 B R Na #Eilk 0 7= 92 mmol/
H, Aiis54gTdY, UAEMKT —32.1% (95%CI



—443~-188;p<001) L T 5. WiFEMIcHE
BRGNS DH B (Q=104.0: p<0.01: I*=80%).
ACR 13 7H72, 14 a2k — b, 381 AAshit & /e,
24 BEEPR A Na HEt o7 77 mmol/H, £ 45¢g T
HY, HER ACROIKT, FH%E-264; (95%
CI, —369~—158:p<001) & B L7z, FFZEfI D
BEMIIAETR VW (Q=103:p=070: F=0%).

DEE) NafBEHAZBO T LICEIDAEBEIIT IV
73 VHRERDERT S 5 L o RS HE S 27
0 — BIEBEREO & %2 w5 & L CEEHRIROR) % 5F
filiL 7z RCT &%\,

A 70— VREREFETOL AL ERIBREICET
FRRITZEIZ BNV O R ENTWS. Kaysen
5%, 94D F 70— Y EFRE(BEMEEE 3 4,
FSGS 1%, 7304 F—Y A 2%, MPGN 14,
HERIRTERE 1 4, AW 1 4) 100§ 5 AFikic s
W, 72 A S BHIBRA (08 g/kg MR T/ H) &
7oA EEN6 g/kg B E/H)OS~14HD -
O 24 —N—REE2 T, 72 AL EHIBEAIL S
AECEEIZHART, TV7 I VARRIFMET T 5
boo, 24WHERTIVT I VHEEEIZET L (-
274+088 g/24 hr/173 m?), IMiET7 V7 3 VX L
A (+021£005g/dL)$AHZ L2 Lz, —hHD
Amico 5Y1F, BB 24 210 LT, 72AEE
HIR A (0.7 g B KT/ H) & T @ AE AL
g EHARE/H)D 3 HE D7 0 A+ —n—Er %
Ty, 24 BEMEFR (72 AE S EHIFR A 56+08 g/
dL, 7z AEKCEAES6+08 g/dL), IMET VT
I V(AT ERIRA 30+02 g/dL, E@7- AL
CEA31+01g/dL), 41 X)) 2 )T 5 A(1A
E L E MR A 482438 g/dL, il A X EA
464+4 g/dL) I2EE RO Lo L L TW 5.
Walser 5%1%, 16 Bl % 7 0 — CREGRERE (B
i 2 B, IDDM 3 1, FSGS 6 1, IDDM + FSGS
1%, Fiburilllary glomerulopathy 1%, 7 I 1o A4
F—3 2 161, MPGN 2 #) 2%t LT, 10~20 g/H
DWIET I B E OB A CEE03 g/kg
T AT/ H) 2910 7 H(1~36 71 H) ik 7.
GFR 30 mL/43/1.73 m? LUF O 11 Bl BT
BANZE 7205, EARIEHALGAHFTI237+

14%), 7V73I iz EHGHHFTIZ+03%01
g/dL) L7z. GFR 32~69 mL/%3/1.73 m? @ 5 flig,
3~15 7 ARICEFIRIZ 93 ¢/ HH» 5 18g/HIZ, 7
V732325 g/dL 05 38 g/dL Icek#® L, GFR
3B bR L DL IddEE L7z s LT\ 5. Gior-
dano 5913 7 A® 7 1 — EhEME R £F (MPGN,
MN, 7304 F—=Y A, FSGS) & /512, 4 AR,
IEHEAA(120+006 g/kg/H) L IKEH (066
0.04 g/kg/H)IZEID 117, K7z A< ARE(LPD) T
FIEH 72 A X EBENNPD) I L TEAR(LPD
65+12¢g/H, NPD 102+18g/H), 7V 73 VIR
(LPD 50+11g/H, NPD 72+ 14 g/H) T HE 2K
T, 17 V73 v (LPD 306+0.2 g/dL, NPD 2.88
03 g/dL) XA ZICEA L ExmE L. Wi
NOHE b EEFIA D 7% <, D'Amico 5 DHiE L
AHIEEMIGIRER F RO RS 5 FRETOMETH
V., EFRICOVWTORIEI STV,

FHREBE DAY - AFRETA FF 1 0
T, BUNELRIDA O & 7 0 — VIEBERET 08 g/
kg/H D7z AL EHIBRAS, /N LA 7 10—
FEMEREL PR BRI Eh 5 1.0~11 g/kg/HD 72
A HEBIBRDHER SN TV 5.

B, 72 AECEEIED 60 g LETHILUEVE
73 BOBIARENRE 5 EiEn, Ly LK
TAEKEEFREOR S, REG-ALCERER
DFFEAEY 2V EWET IV BARIZHRY, &
HIIHREARADTUE L CREREL R TBEN
Wb, 72 AL EBIED 40 g LT O BEFHEET
FEIME S AE L E L% 60% DL E & B TN
5.

H A A 0 BB E (2015 4500 Y T, 4E B3
DEZFLWBMIO#iFZHRTEL L)L
F—ENEZMBTL LR TVD. —),
RO T A F—EBNEDOREIIH 72> T, &
WA EREDOBBRPEETH AH. Maroni b
A 70— BREEHEOEHRENT V22OV TiE, 35
keal/BEH#ARE/HO A 1) —BIF T, 08 g/kg &
FH/HOT A )VF—EIUIEE N L FREICEENS
YARRL, 7B LA ST, ZEFEAL
PIFbNLZ 2R LY. BIBREATOA Nk
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FRICRE D FERRIR, M7 &% A1, FRkic
5 L7z ANV F—BINEREVPLETH L. B
B 20§ B AT ik ) T LB MR IR Lk L
T ANV F¥— 25~35 kcal/kg fEHERE/HATREN
TW5,

2) &EEE

1. & - EFFHIFR

70— EREBERIZB U 2% B L ORI RO
R R EIEN I IHGE L 725 13 2 .
BRIRREICH D A 70— PREMEEREICEH LT
X, B LARIBREAT O A PSR, mET
i A7uA FEHEBIETHOBE»S L, EEpjE
EPVEEEZ NS, —F, ERREBIZZWA T
O — VREMEREREICN L Cid, PRI NL 2
L% L L, A7 a— VREREIC X B Mg
B RETCHE R R IABNR 12 & BT ) - ffld, ZEEEIR
MARE B & OMMARZERIEDERIN T & Z 2 51T
WBZEND, BEOREHIIE L kv, G
AR MU AE - Fifi e ZEAAE T B 0D 72 8 O EBh I FFZY &
nat.

2. DI F iEE
RIEREATOA N, GERNHISECHEPO L 7

O —VREMEAEICBWT, EEKEY 7 F B X
A VIV YWY 7 F M X 5 eI R) %
REWEE L2 3 v, L L, ) X7
BWZ R, T FUBMEICL) FRSNAF NS
LU REWTEET DL, FHEMEEZITH 2 L0
LNIAHEY & EZ SNDERRE, LR
5. SENEEETOET 7 F oG HE AT
E—E D REA D,

& SE[CULETRER

a BHRBEEOEFRL  AFREICETLA K4 H
B4EE 1997 5 39(1)1-37.

b. TEF Y A2 CKD BN A FI 1 > 2018

c. EHfi+- 3 AT 4 INVOzdOERER AN - AFigE<
—a T, WEESM, 2015

d. HARANOBEHEEIALE 2015 FH

e. HEEFE2014 ; 56(5) : 553-99. @B ls 20k 5 ek
PRI 2014 4ERR.

f TETFYVAICEIL AT O —BRERESHEIA NI~
2017, HEEZAL, 2017

* 5|AZEk

Garofalo C, et al. Nutrients 2018 ; 10 : 732.

DElia L, et al. Clin ] Am Soc Nephrol 2015 ; 10 : 1542-52.
Kaysen GA, et al. Kidney Int 1986 ; 29 : 572-7.

D’Amico G, et al. Clin Nephrol 35 @ 237-42.

Walser M, et al. Am J Kidney Dis 1996 ; 28 : 354-64.
Giordano M, et al. Kidney Int 60 : 235-42.

Maroni B]J, et al. J Clin Invest 99 : 2479-87.
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ZERIDIERERF CEIEA

1) BIBREXFOTR

1. fEFERF

EHAD 1 HORIBRZEA T O A FEARIX TV
F = 20mg(7 L F=vo & 5mg) T, &
RIZA N L ADS 5 & T )VF I — )b 240 mg( 7 L
F=vno  HE 60 mg) X THINT 5. REIEKEA
T4 N, ZD5%1K (glucocorticoid receptor :
GR) & # & L C, activator protein 1: AP-1,
nuclear factor-kappa B : NF-«B 7 & OB R T D
EHEEREIL, SESERTA MUA VEEICRE
525, FOMRE, HIk-~suzy—3 TV
VONER, B YRERZ EOMIERIE A A, B
IHER 2 3889 5. F7-, SeEELME,~ S 0%
JEVEA T =%, YA VA, rEIA Y, B
HEFOREXBHiTAI LT, FEEra ba—
VLTwaY, BIBEEATOA FOZERE, E
WO MREMEO BRI, MR, X F
Ll O LM E R E L ENMETH 5 ) v RER
(Gt L) 1P AE LT %2,
2. BAMEDOEHRS

—RMEA 70— BREGERRTH 5w/ b £ 7
0 — EREMBERE (MCNS), BR8Pk B AL
(FSGS), MBEPEBFAE (MN), Jo 14 1 5l 4 AR BRI B 9%
(MPGN) % LIV NG. F72, BERZL &4k
PRI L7 kA 7 10 — BREERE S HIt & 7%
5.
3, ==

b RSN

C T AET VY YRR & G- rh o B

(i, wElw, 3235 &~k 5)

IR E 72 IRIER LTV B IREME D B B I AT,
R EOERMENfEME T Ll % &I S5
FLEORFGTTHI L.

S NIl UNMES S HEC R R e S R b Rt
k. (BIHBITTLZEPH L)
4. BRE

70— VIEERORIR, BEOEHIRELR &%
WEINHRTL C, BIEREATaA FoFKGE
rOOND, AN LREIBEREA T A F(avTF
= )V)DGFWDYE — 7 IZEIIH AT, HH D
LIRSS NG, BIEREATOA FOMHHIC
L0 AR R 5 (R )Y, SRR TR
FEATOA FIZENEDH 205, EREI VT2
A FER b5, BIMER O 720 R I8 S 2
VOB A7 — BRI L CUE, FISHH
Mo 7L K= (prednisolone : PSL) 23 Ff &
Nna. FHHICKEORIBTREA T4 Fefkb§
BLIVARDETIE, T F=vary i) Nalip#k
RV AF VT L F=varyPHwsNnS.
70— BHEBEREO G BHE TR B RIE 2 X 2RI
RNEDVEZSNLEER, BIBREATOA RO
HHREZEZEET L. LoL, WIREEEESROMHE
BRFETICORE ) B, —EDRFIL .
BOxS
a) EHES

— ks, RS E 7L F=va r 30~60
mg/H (05~1.0 mg/kgBW/H) #EE CTRitE L (K
60mg/H), REHD IS % A7 H5 5 4~8 Mk
%, WO A, W ZERIC X o THRET 525
EHER G I 2212 (5~10 mg/2~4 ), K
EIZRIUSHEIC(A~5me/3 7 )41 . EIERE
A704 FxRHMEHS 2 & TREA-RIEERERO
PREEHIfISHE 2 2720, BMGEIEREATOA ¥
WX H COREIE R EREEORIEA B VD2 T, B
BREREE A 295 2 DB 5.
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K1 EREIBEEITOA REOEYZHEE
WaE] FHRRATOCRE  FINELM HEERS SHEEILFI0ROME  moSEEE (9)
JNLFV—I 1 1 1 90
=] FU
L 0.8 0.8 0.8 90
L R=vVOY 4 4 0.8 200
FLRZVY 4 4 0.8 200
[=] U .
i O = = 5 5 0.5 200
NUPLS /O 5 5 200
e FEYRITYY 25~30  25~30 0 300
VEE I NIRIYY 25~30 25~30 0 300

b) RE&S
RIEREATOA FERHEICHRE T 55T, &
H¥%5 & 0 T — BB ER ORREIIHI A 2w,

WEEOREREATOA N CEMEA D%
FEGITIE, REORIEREAT O A % HHH T
WEHES 2 (AT a4 F2OV A, DUF /Sy
AFF)BITONDLZENH 5.

BAKIIZIZ, BREEaVTF a4 FEHOTHW AT
V7L R=vur500~1000 mg/H % 1~2 BefijE
FE T COTiET 5. 3 OGRS 1 a—AL T
L. WE7COVAFEEOBEANLGELOTSL F=yn v
kB 5. RIEEROMPEIEREA T4 Nk
RO 50/ 100 512 EH L, &Moo GR &
OFEEIXIZIZEAIRE L 20, MEGRZ NS T,
M ERAEH S 267 2MERDPIIREE NS,
POV AL, BOAT O A R L R, MCNS
DEME TOWHMPEHEND L VI HEVDDH 5
B, MR ZE T U AL,

2NV A FEEREAT R\ VLGS AE, w5 B (i A e 52
W), REREE SIS, MARTEREHE, AR 2 E
BT 5.

FEUIMICEIEREAT 04 FEARL TV EE
ORI B A X704 KAx— B DAL ¢
DAFOA FENFEGIZOWTITEIED, BER &
DICZEF Y ANZ L VONBIRTH Y, MLk
FELTWaRW, FLF=varsmg/HL)Z0E
kB G: S N T W B A 121E, AR R B
TOHEZGET L EIIWNETH L. AEHL

(k 3) & WEIR)

¥ a—& LT Cooper 57, Jung 5 DEFHLAH Y,
EAEE, PATMRIEOREREIC X 5B 25305
WINTW5b,

FOATOA FEIINAFTXALFE) T 408
80~100% L B <, 13E A EDGEWIN S LG
BRI AY, #5658 1~2 B Cllrh g v —
JMEICET L. AT04 FOIFEALDMPTaN
FaAATuA NG 7a7) T IVT I EfE
L, JEHEAHGERERD) 0B &3 v, 2L C, IR
B0, HEHERNIT 4 5 ORI EH L 2 15 F6
L, AfalEz @ L CRINICA S, 3Tl
HIZGR2H D720, HOWLMBBTIEHT % &%
Abhb. A7uAd FEORHIIIL, £ OBEN
5L C\wa7%, FICHFO CYP3A4I2ED, 660
KEALIZ X D RNIELS NG, T2, A704 Fid 1l
[ -hydroxysteroid dehydrogenase T & ftif &
L. TR SN2, BHE,SPEEENS.
72, 7L F=vuary, AFLu7LrF=vor &2
R METH ), BRI TR O HEFHEO LI
v, ARNENREFIA EA/ERNIE CYP3A4 TREF S
57:%, CYP iF8fEM H H5H () 77 v ¥~
7 &) TREPICEL, TERIHEET 5.

AL TIZEIE R EA T a4 FORE#PEEA HE
SN, TERRHEES M SN D ReErH 5. F72,
BTSSR ED S, HOAT A FEOIINAS
HESN, BIEREATOA FOMMEPMETT 5
CENBHDH. BIFREATOAL ik, B
FEAN, BNERERICHE R0 BITT 545, it~
BITEH%H 5™, FL F=vor, v iFoals



X2 A70q0 REMOFHOHEERR

1.

2.

3.

270410 ROENZHETS & 2FY

I7720E8Yy, T8>, AULNTEEY, NVEY—ILRER, aFV—-)
27040 ROEH RS T IEY

FEOBIR(TZANOFVESOER), N 7V-LRNEER

2704 RICEK W FIRNHEE T DEE]

BROVERRE, BROHIN LR

. AHRSCRUEI WP T WEHEEEA

EERRE | SRR

EHVUDAME : 8750 RRARE, TI97UE, 703K, HE, T7IRU>
H{EMEER @ NSAIDs

FEVITFDEEBRE - £VIF>

(IR THI 90% 23U S L 2 72 O IR 12 K ENZv. FCEEE T, REEORIE R E A

(ZER7) KWBIA, &E)

x£3 X700 ROEINEA

1. BWfER
BEIE -
RS, S BRAKER BYRIUE - FEEI1, REEY, KTHm-
%5, %R, T, TR, QmikE®, BHE, FE BHY r7L\JI[17F"
N
RME, BEEES, SME FHER SHEBE MELR, #iRE, me
IE, EIETE, BAE, RAE, REUERE, GHiOET - GEwE

2. BERUEIREE
BEME #E, BE HNE KR 2S8R BETfR TRgE

WHATE LD, AFVTL F=v o vy O A NERIZ X0 HFHEEEET, rax= 7@g

, BREBEATIEDY 100% & <, FRE R ok REMTRIEET L END 5.

fie

ff%ﬂ"ﬁ@?[%&?: CHws DY, 10)

v
2 4
FodlalEr BT s ESIND. —F, TR AY DEPHENERZ D X5 <, IN5DEHED ADL
VAN RS
RSl

BIEREA T 0 A Nid% { DIEh DA L AHEA — MR SR DA% 5§, ¥, VA VA, HRJ,

Hazbol, FEPLETHL(R2).

AIEREA T A FORIWERIZZHEIZh2Y,

WEEOAL 5T,
E&Eﬂ“ﬁzﬁﬁ =F+R3

HIZIE, HALEEEINA, BOYE, HRN, Bl L) &, BNICIE T H 1A 1~2 §E % i Elif_
RN
7

ETA‘:‘ e, IRBHIHR

Wy,

HHEOHMREREO) 275 5T A, BT

L F=v1 40 mg/HD b CIIRE 2 FEEILE

Thsb FLF=vyar20mg/HLU 1A L
BEEICOTFEIVLETH S, 34281, =2a—FL AFAREOFIE LT,

RY. BIBEREATOA KRG STEH(ANT 7 A PEFHF =)L+ MY X T

Y %ﬁo TBLIENETL I 3 HREHRG-$ 5. EAIENTEIE L 725

BEIZ X o CRIB G mefbwﬁi%ﬁi
B5h, EIEESLE 2 B EGE, H1L <7a7) PR L EE (1gG<500 mg/dL) &
MiEETH Y, HGFHTHASNLDIE, AR, Hr=ra7) yEFORGEITH) T Ehnd 5.

PIBE, RERRGEIR, BEPRW, WIE, BUERRIEE, W

AMES R &3, #15-%, RERREE» S, BNE, ATaA FIZX 258250 Ca KT, &
FESE, SMBRAELR S, HEMERIICALNS Z 5O Caflitfiete |z X 2 kLRl %lﬂ%fﬂéﬁ%ﬁfiﬁ,
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T ONEE - FREIIH], B ORRETTE
EICEY, BHBENSBELR T 2A. HRRD
THETIIIFICHEE 2 5. [HFHEEO TR & G#
HA KTV, BOAF04 F(FL F=vnar
B8 5mg/HELE) % 37 AU LT 5ER T,
R (B —RIT Y AR AR 2 — MK, H
BEPULEME & 3 ¥ DK R E Tz 7Y
NG FR) B LTV B,

HARHALZ RS XA G4 R4
2015(CQ 4~33)I2H b L H 12, HEHEATTA FiZ
HALMEEE O 384" OV A7 Tldhwe ShTwn
5. LaL, BIFEEATOA FICX 2B - 7
Ry 75T VEAKT, AFERARICL D E
B G 2 ) T, BB REA T O A R
BICHALE A 7)) —= > 7 %47\, NSAIDs, #il
IR 7 E DGR EFIERIC, FRICIE T E b 2R
> TPHER, H2 ZAGREIEE VY. 5%
ML 212 X 2 MR E1T .

RIEREATOA FOMMAIEA 70— BIEBERED
MDY A7 % LR S5 7280, Pt
HHT2Z 0D 5. LERHIUTHIMA 2N &
RWERRD D 2, ~8) YRETTE/EE, 3TV
77) YNIREAT.

70— VIEBEREC X AR B & B A
THOA NZENSIELZEDNH 5D,

FERIIARIR, N, Z90, M) D% EORIEDS,
KIE, SO, $hEL, HBRENZA EOEE F CIRIEV:.
AIEREATO, FOREHMHEHIZTL F=vH
¥ 05 mg/kgBW/HULE) THAELRT L, K
wmE & B IERITEIE LT 5. FIBREAT A
RSN EE e A, SRR E v 5.

BIEREA T A PG, Zvaavradg
FEFIC & ) FAEKREECHEIRR A FE LR <,
P HG X 0B H%S TORIEN L\, 22 G b
FIEF CERBICEIEC L2 800w, A%
O MBERIE AR D S5 .

B EA T a4 FIZ X5 IMEN AR E)3 58
JERF D 1D EEZ b, 7OV AEFIZEINEZD
LIV, BIBREATOA FREXRG 2 OIIEF T
BAADD5 I ENEL, NVAEREEZIT /22 L
D BHIEFIT, BUREBIETREAA: U728 A 13 AE &
Bt . MRIIZ X 2H58%47.

2) BEFFRAEEMHEEBIRRIENT S
Fhh

B X v ) 7HlOSMEHEETIX, BERFOK
W7 a7 EESETH L. BT Fu s LT
Gy T EVOMERDHESR SN G, T2, RIEN
LR b 120 BIIEERT - 75 %
THIE, BIUEBMT o s/#58&T#129
IREEICRABIZSE T L 2 LR SN L. F 72,
HBV FHEEALIC & 2 BIREAL B ZAE (2 O %R 7 5
O 7 EBECTOFRIIARTH ), HBs PUE RIS
HBs #tEEMFI < b 5t HBs Pifk, $T HBc Puikh
HETh 2 BEEGE 0t LC, TR % SeE ] s h e
& o 2¥A121E, HBV-DNA OHIE 217w, Btk
DY A AL RIE IR - AL % G T 2RI B A
JFRT AN AR HEEZHGT A2 ENET L
V. Z0% L ELINIC HBV-DNA OHlIE % # 1) K
TZEDMEIREIND . T AN ADFHGREGATFED 5
NBAICIE, BT a7k s BEIFFLEY AL
AR EA T T LIEHEETLIIIDMFE L L, BT
TR FIE IR 5 2 & 2R 519,

3) BEMERBRRE(IF>T17

O RREX T-SPOT REBH) BE
[EXt9 B FBh
EACMER AL EIE DRGNS, AT T A Rty

HH 25 584, INH 8 mg/kgBW/H (5 k
300 mg/H)IZX %97 HEOEEN R I TW

AW F 7 A 70— BREEEICHV S SR &
OMEAfEHEZZERBLC, V77 ¥y ofh i3
FARETH 5.



K4 DUORR) Y EFHIOERIDEEER (EBRGHDDHECH)

[ FR=EA]
777>, 9700 LR AAERIZER),
LEWL, 75VTLENL, RYT1TF—H,

[FEZEY BHA%A]
< 70K VREE FREE SRR

EINRIF>, ORNRIFY, REVIY, TURFLY, 7AFFLEL, NZF
(FFEEEBRCEENHZEETD)INLEF>

TY-LVRRBEREE, 75UROYIY Y, TUROYTIY Y, EPEROEUI VR CaERENI NN, ILFT7HEL), TL—

TIN—=YTa1-R, 7IFYOr, SHE
/=), ANJOTZIR, ft
c YIORR) VEEEETSE 5EH

BIBREXTOCRE, /LyOxH >, UlE - BARRILEVE, 9FV—)L, 707

77>y, F7OEYY, Jz/NVEI=L, T2, ALNTEEY, FO73-L, FAEFT1>, £130F

hFUVD,
BEZORIERZE T 2FA

A>>o08l, PARTUIYB, #9312, >FO70%92>, NoOXA4YY, ANT7ARNESY—)L, 2707z

FI, AVRAIIY, RFET4TS—K, XULT752(CEE). #

4) SRRimlEE

FPEHIHIZE DS A 7 0 — BIEREBE OIS
H01E, QAT A Pk 70— ViEERE, @
AT 0 A R A 70— VRERER, ORI FEIR
70— BB, OAT04 FOEA=MHIzX
LEWER Oz AT 04 R+ TE 2w,
REDHETHA.

70— BRI A SRR TR

W2 ENS. DHAETIE, YZOuAKRY Y, IV
JEY, YyruafxA 773 RI2A, 2014468 A &
D #EERTED A 7 0 — BIERERE OB 7
O—PREBEEZIEL, AT04 FEstznRdE
‘%T R 5 5 VIE AT a4 PR ZRT

WKRFLT, VY F I~ THRBE & o 7.
&7uUAx,7W%ﬁny,3:7l/~w@
ETFN, 70 ATVIVHAREE R E, (Z
M OFIEIIHIFE DL AL FEFEME R ER A B PR
Hz b7z,

1) AVvima—Y) VHEE: D70 AR) V¥
sal) LR,
2) RS . 7 F A7y, 3y, 3

a7/ —VEERET 2T,
3) TIFIME : > 7akA 773K, 2705 A
T,

4) HWpEREE )Y R T

ANy Za—1) IE T SERD N S Tl

AL ENBBICEH S 5 Ca2 T -HIVEY o) VKAE
MDY~ RILEE S T,

AL & ) IL-27% &
A MU A VEELZFET LD, CA TNV =a—
VxR HETLERTHS, 70— LEMERET
&, TN F CTEARICED S RERME LR CEMiR) B
FEFHETH T MIOTEMEALZ CsA 23§ 5 &
EZOLNTE TNITMAT, &EOWZETIEE
HIZBWT AN Y =2 —1) VI X 5L T M
Ha#% M K ¥ (nuclear factor of activated T-cells :
NF-AT) D) Y Efbx CsA ASEERLIE L T, JR&
FIs AN 38 C ITREME D R STV B,

BRI FFZET A 7 0 — BREEREY, 27 a4 R
YA 70— BREBREY S35 FSGS'”, MN®TH
HIEATREN TV 5

CPEHESIIZ D D) (R4 ISREH).
CFRENR—F v MREOEE.

(i, wElm, #2306 7% E~o¥5]

HFE EOB A EEMEE RS &R S b
GO HIEE

CRFFR G IR RIS L.
BTS2 L08HmEH )

(BEFLATA

DAETIE, $ 78— BiEREROHER I
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15 mg/kgBW/H, A5 FEPIHEIZIZ 3 me/
kgBW/H % 1 H 2 B2 TRIOKS$ 29, LE
B NETY 6 1 A5G- L, BRhada, 14H1EH
e A, MERFEREE A 70— PREFERETIIPIETE
Wb H ), RIS E2RELRENLGT LD
HbH. T, EOEBLRVEEIIEATEA N
P& FRE, 3mg/kgBW/H F TOMEIIWREE Bb
N5, —IIIZATa A FICBEHET 255 BRI
HETATOA FOMERTE v & Z3HMIES &
nNszZkdds. LarLl, RABNELR A 70—
VIR OMFEG] - BRI 22 70 AR ¥
e 53— EOREHEVENRDB D LD DD, A
THA PRI TEBERTH Y, L ToOR
MbEBICEVE VI MERH A, £/, BEEE
JEICRS 2 B 5-Clk, 2704 FEopEIck
RTHEPLZVEVIF— b H BN y—{Lehn
fexA 7 uIxVY g YEFIOFERLIZ &) i
ENZE L0, 1 H 1 ARG 22T 580
HLH B2 ZoHAICIE, WPEZE 2me/
kgBW/H2 5 & L, b X5 (2% il
LT, WMESLETHIE 3 mg/kgBW/H F TOH
P CHGELRE TS, 72720, C2 LV (#ik) 7
EVC XD e EEANETH L. 67 AL
LTHREDA SN WIS 5. F72, B
BARICEERICHZ MR E BT 5205, FHEICH
EELZITUIZ 6%\,

FANENRE

CsA OIEFFYF & BIVEH T b % B g
FEIARAE T 5. CsA ZPIIRIEABITICHEI S 1, JRE
PECTHEHMROFLEZ TR T\, 207D, B0
HIETIEMA R EEIIAZETH ), AR D
H%Z & LT, RAFIOWDLW S + 5 714E(CO) A3
SNTE ZHITHLT, ZORICELEINT
YA 7uIv)T g YEAITIE, BRESIIBWT
W IGE RE 2558 D 1 5 3 B\ 2 B AT P G- 12 B A A 2RI
DUE L lmEDV D S, HHifGTIE, 123 —%
AUCO~4(area under the blood concentration
curve 0~4) 565N 5 & L 12, ¥— 27l (Cmax)
& B MR % 1~2 K o o b g EE(C1~C2) &
AUCO~4 AT 5 2 & b ST - 72578
Lo, ¥4 7 ax<)by a 8T LTI

WEAZEDD B 720, EFZ &AM iR % % L
[therapeutic drug monitoring (TDM) : &Y £
=5 ) 7], BEEGEYROLLENRH L. —K
12, AUCO~4 Z#:0 K LMlES 5 2 & X KEEZ 72
%, C2EDHEETH5TH S, C2 600~1,200 ng/
mL TEMTH > 7280 HEDH 52H, JEE
12 & 2 35S WO S L B A & D
728, EENE, BEHO MO EZHERL 208
5, HEIIHKGETHTETLLEND 5.
B, AUCO~4 XA at AN (B
AUCO~4=1/2{(CO0+C 1) +(C1+C2 +(C2+C3) +
(C3+C)i
=1/2(CO+C4) +C1+C2+C3(ng/hr/mL)
THINTE 2.
FHhDEYEDHEEEHR

CsA 3% K OFER EMENEMD»H 5 (R 4).
s8I{EA

TR, WFEE, SMUE, TAEREREE, mRERIL
fE, #7) T AMUE, R~ 7 AT AlfE, £E
PRANERR, MiRREE, Rk LAY 4. B (12~
18 7 AT 2841%, LIS U CHERTE
FUEFMT 2 2 OS5 TW B, CsA 135
FEIIHISE & BRI L7255, SIEELALNL L)
Wb b, CsA HMTHRIEED D D H &) D157
WIS TV ws, BRIfFHST 25681, &
HEGOLBUIFEEE T L5LEN D L.

2. 92701 AX (tacrolimus : TAC)

TAC IFFEREMARKAERIZL S 4 70— BIEMRE
FELCT T B ARREH 1E 2 As, L— T AEE (T
O A FEOEGPMEATS, FFEWEHICED
72 565 V23t B @ 3 5 .

{EFtEE

TACIEZ I VY = 2 —1) v HEH#H (calcineurin
inhibitors : CNI) @ 1 2T, CsA & (ZIZFEIKED/EH
W Th 505, TOREIHIERILCsA L) —iky
I E N5,

BRI DFHRE

27104 MREEED MCNS? % FSGS™ 125 LT

ARG SN TV A,



oz )
SIS

(e, pEdm, #2372 &~ 0#5)
EFREOB R ERE R B S E RS b

GDIRIEG-.
B FFFA L W EE T v, (BRI
BITTHLEOHED D)

IR O TAC 35D EREFE 7213 ED R K
Lo TV BRIV & oG & 25,
EEE

V=T ABRIZIZ15~3mgx 1 H 1 HYEHIC
Wikd 5.
FRYNENRE

My 2 8 . TAC I IZ AR 12
FEI 2 ICRHE S 4. BEAOMAFEE 10 ng/mL 2Lk
THERIGEMT 4. #% 5~10 ng/mL 12D &
T 5.
FHhDEMEDHEEEH

CsA LIZIZFEkTH 5. PEHESEIIET 7 T
v, CsA, ®rrs >, 1)y MMEEEMRETDH
5.
g/
BRREE, w0 v AMUE, THAEREREE, ke
BEER DD 5.
3. 7HFF 71 > (azathioprine : AZP)
EFRER
AZPIZEARNTE- AV 7 N7 IR# S,
T X7 LT REREE LMW 7 =~
31 VEE(GTP) # i &8 5. ZTHIZX ) ) »REk
DIEAL R AP L, A b H A 2 RPURDRE
A x5
BAMHEDOIRS
EIIHIER X5V EER D RECTH 5720,
PIUKRAT 7 I FOREER ET, RS
LT & 5%,

=)
ZISICN

- FMEREL 3,000/ mmPLL T o
[aa, i, B3liman &~k 5]
EEEORRESERMEE B S BTSN LY

GO R
SRR LW EDNETF L, (BELP
BITTHLEOHED D)

ERE

A7 HA K& &HI1250~150 mg/H (4 1~2) T
AaEns, EMMO~246)#5bMETH L. (ff
B3 A%
FANENRE

SRR O Y — 7 IENARE 2 BEHIC, R
5 IRFfH.
CFHREESEY CTH D, BRI TR R O LT
E 7w,

FHhDEMEDHEEER

BT FUIIERTHL. TUT) )=, T
TEVAZ Y b, MEOFVRY Y MR L
HoTwh, FH U FrdxF v ¥ —YHERESR 7
TRNTIN, R=ZVTFIV, AT TY TR
VT 7 ¥ Dy OPER T BEINE 23 58 S 5 T RE
WHH Y, fERESEZR->TWD. i2, 77 7
JVEDOBHTIE, BMICERETRETHL. TV
77 ) YRAEALT 7 F 2 ORI T A 2 LA
H5b.
BI{EF

EREENG, FFREE, BEMAZ, B o oNE,
Wege, WALSHEIR, BAYEZR E05H 528, EERIK
REIZZ B 2 L3\,
4. =YV E > (mizoribine : MZR)
{ERER

HAETHIE SN 7Y CRBHRETEE. AENT
IV E Y5 VBRI S, de novo SRAOHEHE
¥ % (inosine monophosphate dehydrogenase :
IMPDH) #BAE L, &AL T V) > 738k, B » 738k
DOIETE - FRAEE BT 5.
BAMHEDOIRS

/NB OSBRI FRFER A 7 0 — CiEREFRIE 2 S &
L7297 ¥ & 2L BGRER CH IR RATR SR T
W AEER, EHE I V) VI L B ESIHIE
bEE SN TWAEY . bAETOREEES 70 -8
FEBEREIZ B3 5 iR AT & MZR SFHA R BIH
KRN0 Saito 51, BEHEIEICBWTENE
HOTFLRERERE LY, 72, 2704 F¥ED
A TIZBIRN 72 v — 7 A B0 2 oE H
H5b.
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oz )
b= S,

- FImEE 3,000/ mmPLL T O B

IR E 2R L TV AT REE D B B IR .
[ZAE~ 5]
CRFURICHRG LT, BEle ks,
ERE

MZR 10150 mg % 1 H 3 [0, %7 AREO#5-3 4
A, BWERD 2 WA 2 EREO RIS WHET
H 5% MZR D %hH % 58§ 51213 1.1 ug/mL Lk
DMHEENLEE 2 5105, L L, 1[50 mg
% 1 H 3G CIIHERNREIEL 2WITRES D
D, 150 mg 1 H 1HE#%GE0 2 b AabnTWa,
D 720, BRREEOREICL ) BET S, #
FaE A i 150 mg/HF T& ENTWw5b.
FANENRE

MAREEED ¥ — 7 (XA AR 2 R 2, 2Pl 2.2
e, BRI 80%.
fthDEY & DIEIEA

T FUIIHHEESTH 5.
Bl

R RERINE, B RS, ARk, MG A,
WEZREDD 205, B WEEC SR 8 LK
VRO BT T, EEEIEIIRE ST
V7R,
5.X37zx/— )BT 7 zFI)(mycophe-

nolate mofetil : MMF)
{EFRER

KEHNI 7O NFT Yy 7 THY, KNTITT =
J = VERIZRBE S 720 b, MZR &3R4 8%
T de novo HDOHEEEFE IMPDH # MHE L, WL
T U »/88k, B ) Y /8EROBGH - BEREZ 013 5.
BAMHEDOIRS

WOR T, v — 7 2B KL PUM BRI ik
(ANCA) BI# I RO EME A, MFICERE S
M, BHENZBWTIZ20154E7 A L ) v— 7T 2B 4%
XS A ARBRE I AGE N S L7z, F A, REEMERER
REEBIZOWTIE, /N MCNS, FSGS, MN (28
B IEERBESRE SN TWAED, CsA L) LA
WA TH B LT HHEIT% , EBARWIZCsAR Y
JUKRAT 7 I RO TE L WEICHEHSINS Z
L% (FRBRE AT

oz
= S,

IR E 2R L W AT REME D B B IR .
[~ D 5]
CRFURICHRS LT, BEle ks,
ERE

Wk Tlk 05~2 g/ HA ¥ AMBH NS 25, b

PETOBFEREIS T 2HGEHEIHELEN TR

V. MMF O3 EhREIEA ZT 25K E Wizo,

MR 2 H5%E L AUC 12 X A58 0REH»E

%Y

EYNENRE
MMF (ZiE A D MPA 1, 90% LL_EASHFAL 3T

H DD, EEOEHEKTEE (eGFR<25 mL/%/

173 mH) ICBWV Tk, NEER#EWTHL 7V

Y3651 (MPAG) OB HEIAMET L T2 5 0

P AL, 2B END -7V 7 u=

¥ =12 LB MPA ~OFZH 2 CTHERI S U

52 (BIHEE) X DM RENE L R b7:0,

WEFLETH .

FHDEYMEDHEEIER
BT 7 F VI3RS TH L. LT 0K & off

HICIZEEDSLETH L.

OMMF ol higfEs FA S 28H (77
WV, Hrvruabeniy).

@MMF DIl % T & & % 3#] (CsA, T LA
FI 3V, MgBLOAIEHEHIIE £tNTF~<v—,
vruazadxr oy, Y7y rEV IR E).

@MMF & OFEFIC & 0 SR WS 5 3 H ORI
it 75 2).

s8I{EA
HALEHER O, A, JER), JLmEREd, &

Yefie, AN, EWEEZ VS L. HARY v~

FEL HANR) v<FEE5h 613, HIEN, G
D IEEBR 6 NI LREEDAT— M A Y

FHIEEN TS,
6.>70KAXT 7 X KR(cyclophospha-
mide : CPA)
{ERERF
CPA X7 WF IALIEMIZ L ) DNA 2445, Z
DEBEAET 5 2 & TR % B+ 5.
MEFARIE L U CHERMIRE o 7225, ) V/SEk, oF



IZB 1) v 732k DNA G pch FHE L, Miflatk - ik
TIE L LIRS L 2 s, BHRBADERE
WD fEHE N TS,
BRIMHEDRS

EEEOE VIV — 7 AR, R R &
OEEME A 7 0 — BREBERE OEHRICHH S Twn
% . Ponticelli 512 & 2 HFFFFHM - 270 4 FKFF
A 7 0 — CHIEGERE I3 5 S E5E o FE s #p i
BIRICET AMEITIZ, YraARY) LBy
JURAT 7 I FOAERMEDITRIESNEHERTH -
72% . 72, ZOMIC S BRABUNELR A 70— ¥
SEMERE R 2 BRI R A 10 S BIEERTZE T
Wi SN TV AP REEHEIZOWTIE, bHE
2B BEEAE R 70— YIRS T 5 S ekt
%A SR TAT O A FEMGERE %2 02 s
3G SN o 720 bAEOF M E 2k — L
76422 FRk DY T H CPA IZELEEE ISR L
THMTH D EENTWD. Tl OBIZIIR 104E L
Eox 5T, CPA #4584 CNI #5-8 & It
LT, HEEMIC, RIEREI STy

7»,44)
ot r—1%

sISICN

[ihis, wElw, B3GR &~ofh]

IR E IR L T A REME O B B I NI 13

HLZanwZ EZEE L,

CBRFURICHR ST AGAICIE, B A 2

oo GFLITHICOMENDL ZEPHE IR TWD)
ERE
a) &0

Wik Tl 25~3.0 mg/kgBW/H % 8 ARHEH$ %
75, HAETIZEIWEH B IEOBLS A 5 50~100 mg/
HT8~12 M5 952 LA%\,

b) =imEEsE (IVCY)

L L ZIZREORR T, RIEMIZIVCY Dl
ALV E ENBY . bAHETIE CPA 500 mg ¥
7213 500 mg/m*%& H 1~2 1], 1 BRI LLE A0 C i
HET 5.

FANENRE

MR D — 71X 1~ 3B T, 2L
6 WeR. BHEMETH b2, BRI T BT
WET LLEND 5.

FHhDEYEDHEEEHR

Ny MAYF v L OPEHTHEEEL - MR EE - il
J£ - Bk 72 SRR b, LEmEIlic L R L2
LOHWEDDH Y, PEHEEZ L o T A, CPA IR
fig>F b 7 1 & P-450 (CYP) T S Aud Rl & 72
%729, CYP OREZFEXR I TEA OV E Y —
V, Pha—l, Jz=+A>¥, V772 V)T
IRBEEHCHE LS T AN S L. T2, T
07 7 — v & OB TE B 2SR T 5.
gI{EF

FREENC X 2 Bk, EEEE O B
HERGEEIC EAT 5720, F58E% 10 g LI
FTH5ONLEFE L\, /NEB X OEFETRE R RO
BN G T 2 UED D HE121F, Bl IR
R ED ) A7 2 ZET LLEVRH ), BT
BH560Hx 2 5L, WFRMENFEET L) A
MY, F5HEEOIERCMIEO M & ME T 5.
e 5-1% 2~3 AT L 23 WA MmERE A (F ik
¥ 3500/mm?®, #F i ER 1,500/ mmiLLT) T, HAIR
B DERRIEA BN T 5 72 0= % a3 5.
M=) ¥ T AT 7 — BREOMT 1M BRAE 72
EOCPAOEEZLZBEHEBEELTBY, 200 U/L
DFICZshnE ) IcEET 59,
CPAORBEWTH L7 70 L A ks
Bede, BERERE DR & 7 074 S T IdE H
BEOOEBMUENSSIZEL L. FHEEL
T, BOETRPRHLER RS Z 5L, 5
ERNIHER L CBEREZICT A e B0 o NS,
IVCY Tkl T T WIRE R R T 5. T2
OLA Y EfEE LEFLT S X ATy 3 v
COBHLAERE NG,

7. )Y *37 7 (rituximab)
EFRtER

IFIZTRTHOBY »/8EkIC e b CD20 Hils i3 588l
LTBY, PLCD20 €/ 7 a—F Ik TH b v
F O TIIFFEICB Y VOSBRI A L, £ OHEE
EHERER THET .

BRI DFRSE

INEORER SRS L I AT O A FRERI A 7
O — BREGEREAOARIEAHE SN, 2014 4 8 H
2, NBIISHED A T 1 A FARLEYE - SH IR 585 A
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70— BIEBEICRBGER & % o720 RTX Haldk
5.(375 mg/m?, K 500 mg) & FA4E T L2 4 RS-
T AHHIA S THEE, A704 FEGEOHP )
WOLNY . SEE, WMNBZICBT AN - %
VR IRET 2 S OGN 72 ST 559,
A=

7ISNI0N

[ibid, FElw, =37 E~\oi5]
AR E 7R LT B REE O & Bt N1

HLnwZ EnZEF L,
ARG T A AL, Al e ks s 2

LoGFUTHICAmEN D 2 EIE S TW D)
ERE

/NI 1E 375 mg/m?/ 8] (3% K 500 mg/ A1) 4 [ 5-
GH 1) CTHASNDD, BAIIBWT, b2ET
WEHIR O X 9 12 375 mg/m?/[A] (F K 500 mg/[Al),
AR & 4 RS WYL TIE 1,000 mg/El 2
MG C 2 5w & OB HH 5% LaL,
PG E RGOV TIE T PR E R Tn e,

FRINEA 400 R, AEHNIv TR FOF
A TPURD 720, HEEETICH PR EE S
DR D 5.
gI{ERA

% 5-5061% 30 47 ~2 FEfIf% & V) infusion reaction
(7T 74 FF 2 —FHEIR - BBEE - LEER &2 &
)BT 22 ENH Y, KRB S RCIEE
BEEICAOND 720, FHREZITWEEICEBIZET 5
VNG L. FOM, JULBkigD, BEgE, %50k
FUENE, BRIFFZEF X U 7205 OFMR L &vHs
ENTW5S,

5) SEOTRRE

A7uA F, IERNHIEE I A 70— BEER O
AR GIER E LTSN TW 225, DIFORIZD
WTELIZHFPBEE EbLS.

) A7uA FiGEo@E - (FEO#EH, #FOFH,
R, 2OV AP X ARE, BIEH o L.

2) A70A4 8 - GEHISE O E D - IR

3) BHEGIEIIHISER CoORE, BIEH O L.

4) FERoIMBhE=5" > 7 EORS

5) FHCHIER DO SNP & HRE, RIVEH & OB,
6) FEHNIEHVEDOHST.
7) B RTO AN E AR OREN.
* SR
LS. RS GR) 0 AT 0 A FEOEOS LT,

w

10.
11.

12.
13.

14.

15.
16.
17.
18.
19.

20.
21.

22.
23.
24.
25.
26.

27.
28.
29.
30.
3L
32.
33.
34.
35.
36.

NS O

FEYLEL, 1999 @ 9-24.

Yan K, et al. Kidney Int 1999 ; 56 : 65-73.

R B EEETRGR) C S5 274 VARV ) — X 10
B A 7a—+¥. MYLE, 2000. p53-60.

Shinzawa M, et al. Clin ] Am Soc Nephrol 2014 ; 9 : 1040-8.
Cooper MS, et al. N Engl ] Med 2003 ; 348 : 727-34.

Jung C, et al. Med J Aust 2008 ; 188 : 409-13.

MEE— JIEGE—{R) AT784 FOEFRMHWD, kH
EIE, 2004. pl6-22.

T. W. Hale : Hale’s Medications and Mothers'Milk 2019.
Eigteenth Edition.

B, AEET W) EWEEI v Lvr—2ar i
I & 327, CXET 2 AR, ®EIlE, 2014

WRERAY, M. IR 2004 5 94 @ 41-5.

P B BHBREOFH EIBETA KT 4 » 2015 FHL
2015 : 138-9.

Masclee GM, et al. Gastroenterology 2014 ; 147 : 784-92.
FEARTRAZ, A, 8] - AL L D 3E S % B BT 4%
KA NT A 2 (LRI - BATEE [HEEON - JHE
PEABIZET 2 HAITE ] BERE 0 R a8 L O T4 %
BT AN AT IR BOTRROFEEILZE T 2158 HE.
2011.

HABERFRFHTES - IOREES, BTEEEKIEGE
HFETEEr. Kekkaku 2019 5 10 : 515-8.

Mathieson PW. N Engl ] Med 2008 ; 359 : 2492-4.
Ponticelli C, et al. Kidney Int 1993 ; 43 : 1377-84.

Cattran DC, et al. Kidney Int 1999 ; 56 : 2220-6.

Cattran DC, et al. Kidney Int 2001 ; 59 : 1484-90.

FARE, () ruxXR) v, HAREEGE EHRSE
2011 FEhR. i35, 2010. pl095-102.

Matsumoto H, et al. Intern Med 2004 ; 43 : 668-73.
Alexopoulos E, et al. Nephrol Dial Transplant 2006 ; 21 :
3127-32.

Shirai S, et al. Clin Exp Nephrol 2009 ; 13 : 123-9.

Kusaba T, et al. Pharmacotherapy 2005 ; 25 : 52-8.

Shirai S, et al. Clin Exp Nephrol 2018 ; 22 : 283-90.

Takeda A, et al. Nephrology 2007 ; 12 : 197-204.

PG, M. HEARMEA 70— YIEEBRORRICE T A
78, ETHEEREEICET 2 HANIE P 21 R - 5
THRFZEdR g (R — EAFZE%) . 2010 © 99-109.
REPISE, b B &ENT 2005 5 59 ETIE) - 242-6.
FTHFNE. 4 HORHE 2009 ; 22 © 632-8.

Li X, et al. Nephrol Dial Transplant 2008 ; 23 : 1919-25.
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KA FITAVICTHRALLZZ2 )=V s T
Far(CQIIoVT, BEHETOT I M LD
EEETMAZLAHMELT, Ty r—MiE%E
FEh L7z,

wHRIE, —KMER 7O —BERER BTSN
EOHLHEANE L, HCRARDY =277 v —h
WCCTHRAELA. HHREDY 2 )V — FIZik, SNS
(social network service, * 7 U —-BiEfEREEES
Twitter 70 72 )2 MHA L7 201947 H 1
H~6HOMIZT > — M2 L, 198 A5 %
g7,

EFFO It L 34 5% (WU 26~44 7%), %6
HiE FREAF i 0 v il 1 25 7% (15~37 7%),  REsm i o
HJLfiE 1 5 AR (2~12 4R1), 2otk 119 A (60%)
Thol:. [BELBEREFTHL] LG LA
189 A (95%), F5EMEL oA 3l DLk (101 A,
51%) THh o 7. 70— CREFEEOFRENL, MNE
fLEI 139 A (70%), SR o581 R Bk AR ALIE 28 A
(14%), BEPERE 10 N (5%) Td - 72, HI
X, A704 F193 A(97%), 7 ua AR ¥ 122
AN(62%), VU FI<738AN19%), IVIEY
35 N(18%) Td - 7z.

IRANVEFRIZTRHEBL ¥ 2 —OFHiixt S & LT
BHLAETY M7 a0E, &E, BEEMEA - B
fi), 70— VIEFEHOFSR, 70— YEEED
LR, CEHAEET, Quality of Life(QOL), H4¥E
IEEIE(ADL), ABRHIM - W%k, SE# o EI1ER (%
YHIER L) Th otz EETHL I LHMHEED
N3, BIRILEHI S/t e L, 2o Dsto
T M AIZOWT, BEHSTOERZE®EL 220
B % TR L 72,

9, LTI MHAICONWT, FOREEKY L F
25H, SEBEEME(E TR AE~4 L KW TR

W) TCHE R/ Tor—MNTIE, &7 7 M A
TS % CETEL L2 (B4). QOL &, ey
[ EHEWRHIZOWT, ZREN EHICED
AF I & J(QOL FEMm), [HSAESS 72
Fonawz & [(QOL &) &) HH & L7z,
BIEFIZOWTIE, AHHEDIA (BIHE) L BED
AL (BRI 2 BRI 72, R EE 4 1R
2

FTRTOT T M HLIZOWT, 7LD [
T2 bLIF TETHREZ] LRIZEL Tz,
2O0HIZ, FIKOT7 Y b 209 B, LKL
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