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[lgA BiERAERE & BBENDE—5 ]

Al SARHIA UK 3K PR 2= Bk AR
Bl B B RFRFRERAREIIIER ST
et v ¥ = - BES AT
TegA B & BB (Kidney Int. 1999)
B 379 Be bt T SE SO e 41 Rz
IgA B & Wi/ SV A2 (Am J Kidney Dis. 2001)
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iU AR5 BF)
ANCA B Il 3 25 D BT 5 (Clin Nephrol.
2000)
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HHESE D S OB IR/ AR B, -
U FIBERNE AR SRR

HRBE L & ANCA BYELE RO A O i (Am
J Kidney Dis. 1995)

€T B PR A AL K AP PR 23R RN B AR e
BNEIIRMAE 95 % A9 5 ANCA BRI & D 4F
# (J Rheumatol. 2014)

IR 2 PR 2 5B A I s o Mk
Vo< FRBEWRNE w5k T

B Ao 15 K 72 6 % D ANCA BHSHIMAT %€ (Am J
Kidney Dis. 2000)

TUHR I 716 B K 22 B I o5 e i PR 92 31
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WHARKERZITH K HITIB T ANCA BH I
BRBEMU 7257  (PLoS One 2017)
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RE B UK ERERFEREREF TR IR 551
B4E)
SY4-1  JWFBIIRZERMT D Z i S (Am T Kidney Dis. 2007)
ROMBEREE Y ¥y — B f—
SY4-2  H RS R BN ST O B IR G D
B L WiB#EREE  (Bur J Clin Micro. 2015)
ROMIEEESBEE Y v & —  EHT El
SY4-3  BERPEIFRE SR B LI BRN o E s
EIR A B I M0 G X 5E DO MW b
A M w
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NI BHAVEE AR TEA

£ 285G

8:30~9:00 HEHFE
Al R R GRUREBE P ERPIRE 7 G S D A R )

FHE#H 1 Lipoprotein glomerulopathy—Am J Kidney Dis.
1989 A 545 H FT—

HEI=RA=07 )=y r ok W
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Al MRIER GROZERFR AR ER - ~ 7 — BN
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HEMH 5 MRSA B2 (Kidney Int. 1995)
iR = SVINI IR IS S
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FAS D — RIS i VK2R PR A AR BR 2 -
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HE®HH 6 MAEN B E O EEIRMEL (Nephrol Dial
Transplant. 1997)

WK v 5 — KA B i N R
WERE
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Al ADNEE (RRURSEE A o BeE IR P L)

YOH N7 AR BEBHRD ST 54 LT b (Sci
Rep. 2018)

EBne YR NG S I RL N
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A& A B ORACEERHEERL RN 50 R
BOH R 8 W E W e R SR ERIA T 28 (J Am Soc

Nephrol. 2004)
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15:15~15:45 HEBEFEO

RlZ PridelE (b BRI AR B A7)

BEHE O BERYE L 166G ¥ 7 2 9 X (Kidney Int 1997)
LW R 49k #—
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Al BRI — RIS (R oy DL 7 AR O Rl e M YR )

HEHEE 10 YL EPO ZAMARYIARDFER (Br J Haematol.
2013)
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2013)
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B il

DKD D if#E & W 9 BLE D S A 72 HCV &S (J Am
Soc Nephrol. 2000)

AT PR - Uy~ TR M
DKD O AN 43 )& X - 0> 5 B~ 5 BlL 27 1 e
FLE BRI S 4 F < — % —~ (PLoS One. 2017)

B LR - S - N R

=t A

Nonproteinuric Diabetic Kidney Disease (Diabetes
Care 2019)

ROMuEkE s — IWNEZ

SR ERA M B 3 4 polar vasculosis O JEEBMET
DETFHEIL 1993 4, HAZE (Virchows Arch A
Pathol Anat Histopathol. 1993)

PN SV SIS S S W
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2012)
B F R R e R & > & —NFE
N
SY8-3  Transplant glomerulopathy (22T (Clin Trans-
plant. 2009)
F P ISR AR BEW R R F - ARG R
K MN—
SY8-4 B E (Medullary ray injury) ®#.3% (Pathol
Int. 2010)
BRI SER R AR - R R

/IR B
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B il

BHEF O T MBS % 8 < 2 AL AE D B
MRS v & — Rl RO B R TR

SY8-5

13:30~14:30 i5BIdE4

[FERETDREER ESEDRE]

A& W EKk EERBKRERESEATR)
OEm#E (HARRTFEHER Y ~ 7 —BlENE)

SP4-1  JBil5Ab & BEIL & 1 AGE (Kidney Int. 1997)
2EmERRR B Tl B
SP4-2  JEIBEEN GHAE L Y DR : EPS OAVFH R R

& PD+HD OP:A##: (Adv Perti Dial. 1999)
TaRAWEE IV T

14:30~16:00 BEMAHVI7LUR

A& AIHEE CHHEKFEE S5 IR B P9 i A
WA
EH/NETF (EoMwksEt sy 5 —)

A VT 7 Ly A1 BERIRMERRE, PRS2
2 U7z 49 e B P B AR IE
& A7 u—YIEGERITRE
L7

ROMmEERt ~ 7 —E KEE &
X F—F—

WAL RR R B (S B 07 )
HiH BT

BHERA VT 7V A2 BHEFE OV EHE O —F
BHBEWEY v FBEWRNE 35K 5

WXV F— % —
BT VKPR AR B R B KRG e —

B4

8 :20~9: 20 O0Onco-nephrology 2

Al Sl (SR em B E AR
ZHHME GRRERRFSE—NE)

NN Y X2 TG B HAR G HIVE R BRI L AE
& E L 725 SR B o — Bl

TWEARRE )l

0-193
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T b YV TG N i AR P A R &
HARTIRNE 9 % Fehe L 72—

HTERREEE - SMENRE RS AR

SAYV<7 (VEGFRHER) 12X irya—
CHREREZ K L 72—H)

ACHR S B BRI R

REE 4 HH CTRAEEM L 2 72 Bevacizumab 12 X
% TMA + % 70— BIEFERED 1 4

AR AR R B R
L YT = 70T K B SEAIE AR P 80 o A I
e D —
B B R B - RSt > 7 — AT ARk
B 120§ 5 2oy aF = 7mFE IR, &H

ReFiE L, HERICTIgA FEE B S h:
—l

0-19%4

0-195

0-196

0-197

0-198

WRCRZAHE - W PN B

9:20~10:40 Onco-nephrology 3

V2% ok AR —RE (BRI 2R ) 5 3 P SO ) 5 1)
HpP e R KRS - MNa-wNED

kF—N—V 22— 14

SRV TREBICHR 70— BIEMREEZ RIE L

72HED 1)

0-199

SRk AR JERE

REF v 7 RA v MHEEICK 2 MENY
WX
T ER R = - SR Bl R
MPO-ANCA a1k %2 2 Lz =KL~ 7 HHR
A R g0 —p1
AR TRHBEEBAR =Py E—ER

JiliE W2 ouk U PD-1 RS SE A A i R i s & O
MR E Rtk % i 72—l

WK A P27 B I s e B, - o0 N R
ESRECS

REF =y 7 RA ¥ MHEESBAPICERE A
BEL, SeEBAMILAE 218 B R Bk
W% b 72—l

2 0 T B B P L R 56

JAK? 381512 Bk o0 R 8P 5 Bl MESE \ 0
LTWVF V) F =T CTEEBI R olz—Hl

G I BE AR R HNE

0-200

0-201

0-202

0-203

0-204
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10:40~12:00 MmMEBX - IgA

Al MEFE— FEERRFRAEEFFEL Y/ -—F - &/
1 E ER)
R (RIGRZERERAR RS - Fa— 3
~OV ATRGER))

*F —N—¥ 21— 15

TSR BECTHAE L B AHI] L 72 TgA M4 5%
1 DRI B 0 — 1

ACHR A e R R 1A 39 S

i 8 AR IS TR B X V&R AR 0 BRI
o7z IgA MAF 5D —H)

HRCE R BRI -

0-205

0-206

#45 I AR
AR A

Yra AR YA TH o724 70— B
B2 R L7 IgA M S0 —H

HORCHRR B2 23 vp e e BB P RE e i e
2 O 0F L7z 1gA M 220 1 e
PR B BN K ) Bk

T BB Al D T RR T WL 2SR P U 720 A 69
IgA IfiL%E 9 D —

0-207

0-208

0-209

ALHUR B AR AT

TgA I 22K Ukl + A 70 4 F23L 2
W& T L7z—H

B 57 SR b

0-210

EEIRACH AL B AR

13:30~14:30 ZEFMEREE?2

& MAHERE (BESKPRHEDOE - RAaFiREE)
Rem (AR AR 7)

P DEIC X ZEAENFEEMENERLE
Zbhiz 16

AL HUR A5 BRI RE - VI SR

JBE PN 23 MR 955 L2 k) L¢3 & 7z streptozocin 12 &
2 AL R e st b v 7z — 1

FOL AR R B R bk TAE
A=F =TI K B HHFE FSGS @ 1 1

HURTDE AR BB R 2 I 27 WS I s Bt Mk A
W EAT

R

0-211

0-212

0-213

0214 AT77u7rydEHREEZEZ LN

PR S & R RHE 2 B PR L 22—
BT S BE RN FE - ARA fiAr
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FIREVYYTaF N TVEEICL D E
#)PE Fanconi JEMRE % 3k L 7= B BF %20 —H1

WER K27 e 27 R B PIRE - ke 078

BEES L 4 HBEO A T a4 FInHsRY L7

AV RS 2%
PR 272 B 23 Ao B s 8 ik A D59
WRFRIE R HEth

0-215

0-216

14:30~16: 00 TAFRO fEl&E: 2

Al AT (NTT 5CH AR SO Be LT - BN R/
e/ 28]
s P — (A U5 7L 7 R R T v M P PR R 2l
JE)

*F—N—Vta2—16

RINEHFAN A D, MEENT %2 BN L7
TAFRO JiE R D — 51

BERRREREERL Y 5

0-217

— B - W AR
BT Bbr-

SLE & ORI H#ER: L 72 TAFRO JEBERE O 1 4]

A g KPR BENFL 2 LI Ak

) A= TERGAT XY MBEENT % BT U172
TAFRO i & #E D — 1

BEI KRR - V) oy~ F R R RE

FEIRW MAR S % T dH - 72 TAFRO JEFERE
D —1l

Bl N7 e B 9 S DR 1 > & — BRI
N B v

M & A il SE R KAl AR MLEE % 328D 72 % TAFRO fiE
R DOBRSE Z R LIz —B

JCHO fili &9 Bt

0-218

0-219

0-220

0-221

ZIlPN

0222 FYYXITHRRPETI YV F I T TEMIC
% - 72 TAFRO JiE 5 D —

ROMBERSEE Yy ¥y — =iz

0-223 Y7 ukA773IFRBEERENGNTH-

7= TAFRO JE B D — 51

HIFERAE B A IR R Al A 5 3 . KB Bk
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B il

555

8:20~9:20 BFER?2

A& REERE (Bhf AR AR TR P o IR )
FRTIAL (IR OR 272 [ 27 T AR G A ik A 22
FR/ZE N — b2 v 7 — RN

SUBLERELREL, BREERTFTHo 72
LHRYTYF P —FZAD 1 f

=SB REENEE e EHR
WNEALR X 7 0 — BIERBEZ &L 72 TR
V—T A EHKD—Fl
H A K& e I - R 1K 3
5T Y) F< h—F X (SLE), V—7 A%
WP % A5 LIRR ISR L —6)
W ER K= EE# L v 7 —E i NE
i s
TRMEIRERHEIC & B R 7 a0 — BIERRE CTRE
LATO4 FEFRTHICSLE &lishz 1
i
W RZFREEIBME R BE R g 221 Bl
RIEDRGRPIZSLE 2 8 LA —1nN—F v 7
SEMEE DLW & 72 o 72—
JEVE B RS - Rt v 7 — B E
Ik # KRR
ANCA BI#INAE %% & 0F L S di B i peRi & %
BLAEV=TZABERIIH LT 7L ¥ AFEEH
R L7-—Bl
B IR 5 A 55 [ 25 0 Y Mk P 2l

0-224

0-225

0-226

0-227

0-228

0-229

K B

9:20~10:40 ¥ERR
& ALl GRECRELRB P v & — I
RI¥ Y 2 d5 4 27 RiHE)
kA HEPA QK B KB PR
¥+ —N—Va1—17
0-230 ZMEHEZHED 30EKD 2 R RFEBFICB W
THRIRARZALITZ U < SRERARFT R/ ML 45 34 4 3

H 7o 72—l
DM v ¥ —  JNH HEEA
0-231  HBEFRIEVEBFREIC BT 5 SGLT2 B ER D & L e %
MEORT

AR 27 D 2 PR R 27 5 T M v L PR 933
MR8 ALl R

61 (6) 2019

0-232  SRERMRIHEAZ L < polar vasculosis A3 F RO

PRARVE B O 1 1
JROMFB e € > ¥ —NRE & 3RA

HURBARREAR T OB R IRE A O L 72K
WVEBARED 1 41

ViNERT: (e ko et Ao L AT S W
DAEE, LB S UIMAR R (BT BB LA 72 B
P P EFAE D — B
FUBER - Wi g s e R I BT 2 > & — IR A

Mot e AR 175 [l s e A BB N L P9 ok

1 RUBEIRIBOME T V7 3 VIR IBBILLATIS R Bk
RERBERE D 1gG LA & B 72 1 Bl

REIPNES: SN TR AR A TS P AR

0-233

0-234

0-235

10:40~12:00 ElEMEE?2

A& MRS (HR R KZZWIR IR 0E)
ANRHSCE (f S ALBE S B s PR

*F—N—VF 12— 18

MBI BT 5 R B S R R R R
XD FIVNT I v OEHIRGE

HARMER SR B PR
FUVNT 7 ViRE R ORI & b Sk 0K
TR AT S 7 et A YE S SV B e B
D 2Bl

RO BB R A B BB AR I 7

HEVRPEEAK - BT R HERE L2 L TR I AR e

MLENT 25585 U 728 Gt B 2 5 Bl
»—1l

WS Slea A B i A S R e v & —

B iR

HEFE TR\ & TG L7 % S 2
fa o 1 #1

BIHER R ERH - v 7 — B FlEA

JFRERAHL N > 2= 4 3 VR BE 2 RERF I IS 5E L
72, MACENT R O—F]

NV NS WS e [y S

M4~ (Machine learning) % V728 Jeftfh
BHEENES R EENE (ADPKD) B PHAR
HF & LCoRIMDOKE

HOR TR R BB

0-236

0-237

0-238

0-239

0-240

0-241
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13:30~14:30 CKD

A& FAIFEN (B &S HEwBeE s it~ 5 —)
i w— CETERRFNR AT - e
)

CKD-G4 2@ B 72 AHFHF P X Y B S hz
Beriberi heart and neuropathy ®—

ROMIHEE S v 7 —  JEE R

CKD #E#HICWIRI AR IR, MERMA 2 X721
FEVEVEA )i 3 PR & B I S 72—l

SOLIRRERE A Z
Anorexia nervosa {2 & %5 CKD @ 3 JEH]
ALIR IR B R A= A06 B 2 B B A 3 PN 20 N

0-242

0-243

0-244

FEHT A
0-245 HTBE &7 GIIZBIF 5 CKD BiZ—2014~
2018 AE DIERE—

PR G W BT Bk F2 A

PRAT JU11E P RIS U2 35 U A 1 1R Sl A0 13
AR ERTE MR - B O 6 SR 2 IR 59

H 2 B e i i e £ > 7 —

PNCE L

Y TR R RS, ALIRVE R HE S 2
PR L BB ARz o—6

A oy L 37 PR K 2 ik 5 L AR

0-246

0-247

AL E

14 :30~15:50 ZElEMEE3

Al KL UREEE (WIS S Be B RN EL)
*EOLIRE CREERERR - F IR FE)

kF—N—VY 21— 19

RIEEZ R L BETBWICE S 2/ EER 7 1
YD —1]

0-248

HEmbsmEr vy ¥y — BT
MEEIZBIT 5 PKD/TSC BiHEEnTIE i O
B

0-249

MR SR AEW IR B VR 7 T AR A%

75 i THAAEL L - S o 3l & RS k% %
et & 3 % BB D 2 v tublo—cystic disease @ 1
1

0-250

ROMBEREE €~ & —NF KR A

X Bt AR AL & B2 S AT D72
Orofaciodigital syndrome 1 D B}¥-

IROMAEEETBE B 5

0-251

61 (6) 2019

0-252 RHEITKRPEBARAIZEY SDCCAGS BT R
HHE S Nk 7 1 v H B ciliopathy @ 2 &5
5}

B ERESNRER Y v 7 — g S R
HNF1B # 15 T4 5 % §0.0 5 1 Pk 35 4 5 IR %
(MODYS5) & Hu o Ao M o Jl 4 R RD M B e BB
(ADTKD) OBAFDSFEB &7z 141

FDOMIEEE £~ & —NR RIE &5

0-253

£ 6515

8:30~9:30
HEmE - EEmECAT e

Al MIHEES (SRR ZAE BN S)
fwBlaEE & Earfdl - BRMEEZ R D

KEKFF v VRS 4 TREEE Y 57—
GHIE

10:00~11:00 BLZHAEZEZELTHE
[D—=03A4 TINS5V REME]

A& KB OF EEERRF/NER)
FOBRHIR (PR 7 PR 27 PR PR P2 27 i Py
)

CP-1 B EHFEL O (Clin Nephrol. 2019)
WK 3 KA e R s R, B T
CP-2 T—2F4T7NRF Vv REME~ZNTTONE

ZRDE-> TAHATHEH Z &~ (Sleep Breath.
2015)

L R P2 PR R R PERRBOR A -
PtRE Y KA BT

13:30~14:30 45BIEE 5
NEGHEREERE]

Al YR CRELFBERRFS Sk 2N B B ik
FEHBM)
Va R AR (Il i K2 B A 10)
F M E A T R BRI VE B A S, Y uE
Vo) UERERRET, H Y A R
B~ (Clin Kidney J. 2016)

SRRV 7 FBEIENFE AN 25 A
ARPKD & * 71 »# (Clin Nephrol 2017/2018)
ROMBERE X~ & —WNE R 5%

SP5-1

SP5-2
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B il

I IV R TEHEICBT S BORCREE K L 22 IR
M4 _E )z MM ¢ granular swollen epithelial cells
(GSEC) (Am J Surg Pathol. 2010)

HORRE R BB R T R, - v i R
NN w

SP5-3

14:30~16:30
ZE - HMEEDCODHE I —

A& MEA (SR ZER AR - ) 7~ F B
WA
RJH 2 CROTBERR = BRI R 7207 )

SEBY 1 SRR R & BOKERE B L7 18 o Ik
preliminary lecture AKI & CKD D & 5 2%

TAESE B S O BE IR AR/ T B R A B PR
ZH fE

BN

AP FEESRWRBEE BN EE 505
REBI 2 ¢ RIEDEERZ R L7z 3R
SRERARED LS 25

HFESE B S O BE IR AR/ Ut R R A IR R
% H FE

preliminary lecture

RN
WK ZTREW - ) 7 < FBEWNFE T
RO - % 2 —RERIINE
I N7 95 e e T % SO o i PR P2 T

J% P mini-lecture

LA 1w

£ 7815

8:20~9:20 IgsABIE3
Al NNEW GRS RB RS - & iEEE)

EM % (CHO ii&wb:)

IgA-associated glomerulonephritis with MPGN-like
pattern @ 13 JEHI

L PN R SN ] R SR

PR3-ANCA % BB L 72N IgA 4 ko —
i

0-254

0-255

HHGERGERE Y ¥ — AT

61 (6) 2019

0-256 Hhaf F—Y 22 IgA Bz &6 L—F
SRR WK HE

T AT F AR TEG BRI AR 1gA FHE
ERLZZ 0= VHEO—F)

T K 27 B 2 S P R G A Tk P B 27 B 1

R T

TV — MERREZ G 0F L7z IgA BHE IR/
WV AL L 72— ke

HIRER R BRANR FAR K

0-257

0-258

0-259 TgA BFREIZR I BN SN2 G0 L 72—
i
BT Rk Il BT

9:20~10:40 EHEKEE?2
Al IR BB REBR - IR - FhiER RN
Fheor8F)
MSHER (B K FEETEE » & — iRl
JE)

*F—/N—¥21—20
A FH A bIZ Zebra body % BRFEPE IR 723k
Fabry 3% @ 4 K51

B N7 B Ams TR i be =l o
SRR R X 2 BB R E (AKD &
BOFERP ORBNREIESH LN E B o7z
Fabry 3§ D —% %

WHEAS W BERF RN R AR &2
HHOREETANRY —HMiliz @72 L
T FRE & 7 > 72 Fabry 35 O — 4
BERFIREREEEL v 5 —F - BN

FEGE BN
IL-6 ZAARPUARBA O REIB 512 & ) FRN O
T 304 Nk F TUE 2 RO K i
# (FMF) @ 14

ROMFBERE LY ¥y — XKIETEKR
REORBE T VXY — Mz RBD727 77
V) — 3 il kA O T BT B D Y
TSR 27295 B 08 B P W ot i T8 AR 27 il

I ZA

TEOAKRFERMBIIEE 70y 7 RWWIEX
% JURR I & 7z Fabry 3% O —41
ROMBREE Y & —

0-260

0-261

0-262

0-263

0-264

0-265
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10:40~12:00 IgG4 B&EEfE 1

A& * AT (RERT2mbeNE
KEEIC JCHO WHHIEA T4 h vk v ¥ =
Jig& )

kF—N—VY 21—21

0266 MRS THRIEBAERTEW L 272 1gG4 B4
JISE R R e 0> —

HIGER KRR S Wi EHREL Y & —
BIRARE =5 T8

I1gG4 BaE — R VE B T O — B
HO R BRR R PR v 7 — R
PR T
S AR NI B % % £ 5 72 19G4 B )ik

O —Hl

HRCE R R R R -

0-267

0-268

75 ML PR
P RO S
MEEIZ BT 5 [gG4 WA B OZW L IHIHEOH)
i)

0-269

Ry B BB I i R KR A

ToG4 BT X 2 & % 2 53 HHP A X
D AV AR LS X 72 LI —pl

ARG R AR

ANCA 58 55 212 1gG4 B BAsa Bk L 72
SRR AN R o — Bl

RN NG i T R RN

0-270

0-271

13:30~14: 30 IgG4 HEEEER 2

Al TR (HARERFKEEZ Bk L5 bk EL)
Wi R CGHR SR BEEREANED
0272 UV FAMEEERE % RO 72 1gG4 B s
D—1l
ROMWEEEEYE v ¥ — KA B
0-273  WiMIEEER T RO H - 2 1gG4 B H B AR D
— i
RGBSR KA W Bk
0-274 %5 Y o5fillER & B E 2 2 L 1gG4
28] L R Wi o> — 151
ME R 8 RS2 R =3 I 5 B o e - 8 I PO RE
o] e
0-275 IgG4 B BT & PF L 72 B B o — 1

RLFASRRE A
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0-276 R IgG4 BB IS LY v & ¥ =71
HLLBATO A FCTEMBHEFTRETDH > 12—

Bl
PRI RE R T e > & — AR AL

RVWEBZETEZMICE 72 1G4 BHEREO
—Hl

0-277

BART RS9 BE R IR s AC

14 :30~16:00 EGHEESI
FAFT (BT 7 K% IR 0 B i Ak & >~

5 —)

*EH B CGREENRBEREE ~ 7 — BN
)

*F—N—¥Ea—22

ZW R T BADA I Th o 72 Alport It BAE

DR

BES

0-278

ZEBEAWBENE AW
WHRIN B 2RI IVEIST—5 7 a5 8]
(COL4AS5) Hetalgth D BY:7 v R — bl 2
9iE B

0-279

HWHERRENETEHE L v 5 — R
v 7 — AL - ML E I SoR

COL4A3 BIAFE R 2RO 7R fEN T v
R — MEBRED—F)

JA FMFIE A EALAE A B

0-280

AT SRR

0-281 Fi#l COLAA3 N T o E R & S iz BYER K
MR > — 41
B R TR BRI IR A 52

0-282 BIZTHIETHM S 2% Jeta R EVER! Alport

FERERE O 1 E B
IR B IR A

COL4A4 REERZ RO /MERME M Z E D
Alport i {5 D — 151

RebiAR+mibe sk gl
1 B R IRAL 2 7R L 72 Alport i B2 O — 11
<) 7 T ERRERE ML

0-283

0-284
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B il

% 8 =i5
8:20~9:20 BX - -x70O0—E 3
Al NS RO MiEkeEER
WA R NERAERE Y ¥ —RE2
L)
0-285 MR 16 ATA 70— BiEE#%2 2 L7/ HDP ®
— 4
<Y T7 v FERKARE PHE BEE3E
0-286  Pioglitazone % $%5- L 7z /1N W ik iP5 ol T3 260 4

7 a—EHREFERED 11 %5 B 6l
WHZTER R TR Ak BT

SHH®DY Y F ¥ 7THEHICHLIEE %2 35E L
7R A 7 u— BB O 9 i

B ERSNERER v & IR EEE K

WT-1 #A5 T exon7 IZH B I A & ¥ AR
ESINIAT A FIRPUEA 70— YHREREFED
12 &R

BERINEERE Y ¥ — YA

SRERAER & BURS E PR ER IR AEAL T S 2 52D
7B AR E IR O — )

NN A L [ eSS

HEHIDPARBREDA T, FEZWHR 70—
BIEMREED—F)

R EW NS~ 7 — A M T

0-287

0-288

0-289

0-290

EX N,

9:20~10:40 BX-x7O—t4

A& REEOKES (Bt R R A i KRt~ & — Bl
ELIERY)
* Rl F CRLRZREER - RlE - W3R
¥F—N—¥Ea2—23

Cronkhite-canada JEBEHEFE 9 BB 2 2k L 72
—

18 FH A0 e TR R ML R BB T A1

VY & U2 732 L 725 PLA2R Btk it
Wi o il 36 P A PR A A 0D — 81

W R AR R B s — Rt T-W

Bl PR 03 5 8 B T 19G4 Bt IR 2 RERE L 72 4%
FEVEREVERHAE D — 51

WK A - R - Gl b -

0-291

0-292

0-293

ISR A
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0-294

0-295

0-296

10:40~12:00
K B GFEMIRBE)

EEN

MERRIESE, ALY /8K, BEEMZIC IgE
Bt D E R 2 RO 72 % 7 10— EREBEED |
AEHY

HIREER KRRk HA LB Y
BERRVEERE (S & PF L 2B RE S ¥ 7 1 AR
U v BRI AT o 72 1 Bl

LR A b
HEaE 2 & % PR EHE 2 2 L 72—
AR R ke i R

A% Wl

ER A
R -

*70-€E5

F/NRERE ORIERZEB N 5WCH NE
*F—N—VEa2—24

0-297

0-298

0-299

0-300

0-301

0-302

13:30~14: 30

IEN BRI ) A 7 0 =L LR VOEAR
DY %D T2 HCV HHEHED 1 Bl

ROEB L BE R N Tk
Kk#AE A SRR O PGNMID O 1 #

B ERRENTETRBHF L v 5 — R
vy —ENEE MR T

2584 K- 70 xARY YEHBEXERT
H - 7z IgA-PGNMID D — 1]
Wl R KR R H - v 7 — s E
KT ¥
B PR VSR BRAKAEALAE & HCV Btk 2 U 4+ 7' a
T VBEDRIEWEEINIHY A NV AFEIHR
L7154

AR YR A &S

HORE PR PR 9 E 00 R 38 Fp 2 2P AR IR SR BRI RF
22 I L 72— Bl

BEE RS - VU ~F R NI E—ER
RIS HROREZ 2 L7 C3 BHED 1 #1
FEOMFEEES SR Y ¥y —NF B EH

BX-xx7JO—-E6

A& LTI (BRSO AA IR TR BLeA %)
Mgk (a TEERHR =Rl E T - e Il N

FH54F)



0-303

0-304

0-305

0-306

0-307

0-308

14 :30~15:30
BT (BB AR PR A R P93 Be)

GES

0-309

0-310

0-311

0-312

H &

ML E ) Y F V< THRBERZ ATV - ¢

I2F o 72 B A% T HOR S B R ERAREE AL IE
—f

WHLTRERRKE 8 kT

BUIR HE SR BRARREALSE D BFZ 12 LT, &l

SEEEICEALDLT 72 L Y A& Hifr L-—#l

TERE R BB RE K 5 2R 2550 B I s o B Mk S

i =48

SILMHIH 3R )& MR ENTHRE AL IS A
Tu—EHERL, EHTEERL L 7 BUR G HiE R
ERAHEALRE D — Bl

WK 3 KA PR TR R R a8 K
(I L
WHIR 22 % o e R B T v RO

BB C FSGS tip variant D BWICE - 72 A5
FED A 71— EHEFRE D 4
BRKREE R - Vo~ FBERNE 2= IS
JEC 5 Tt TR U B K 0 60 1 Sk BR AR R AL E
(FSGS) Z&PrL7z 14

I et R il i BoK

x7J20-tE7
AL (&R ER)
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v, WPEAEREZTELNL IS, REREZA) T570I10F, SBEEROYGIIBCT, i
MOFEMERE NN LREDHS) TV Y7 THIENEETHL. T4bb, [BTEHRIHHLEL
BN OFEIRMIND L), L OEEKRRE, BRE, SITRiEs & oS hikig, Lor
7, HRBEOEMICE TRIAEVEHESLELE %S, ZORTHHRIZ, 7 LA VPR & ANEX A H
Wb, 7UAVIEfrailty OR5S) ICHERTA2BEETH 525, SWEORE, FICHRE L IBELRH
HEALTEY, 4, BANEREOBREZEDL ) IXfTo T i L, ThoORBIIBIEARICE
WTHHERLZRELEZZON5E. 61T, RERFHIEZHET L2010, HEMEELObDZERO
HEZ TR T AL LTHEE T L) MADPULETH L. T4bb, [HFEICRL 2R E0wi
| ZRAIMT 2720OFMEY, 26D, HED, YATAMEVPERE LS. bhbhdfro 7z [ il
HOFHLVERK] OIRIE (2017) b ZOWYMAD—BTH 5. A TIE, BEEHTXICBITEMRE
#HEDODHYHIZOWT, HRFARZOBEKT L EHIZERZLRRT L.
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Genetic mechanisms of polycystic diseases of
the kidney and liver

Yale School of Medicine Somlo Stefan

Autosomal dominant polycystic kidney disease (ADPKD) results from mutations in the genes encoding
polycystin-1 (PC1) and polycystin-2 (PC2). Inactivation of PC1 and PC2 gives rise to kidney tubular
lumen dilation and tissue remodeling resulting in cyst formation. Polycystins regulate a cilia depen-
dent cyst activating signal (CDCA), which when left unchecked in cilia following inactivation of poly-
cystins drives cyst growth. CDCA is critically dependent on intact cilia since genetic removal of cilia
significantly protects against cyst in the absence of PC1 or PC2. Discovery of the molecular compo-
nents of CDCA will be essential to developing mechanism based therapies for ADPKD. We have used
cell type specific transcriptomic approaches in intact mouse kidneys to define the transcriptional ‘fin-
gerprint’ of CDCA and we are validating some of the targets we found using orthologous gene mouse
models of ADPKD.

Isolated autosomal dominant polycystic liver disease (ADPLD) has liver cysts identical to ADPKD but
has no kidney cysts. Mutations in SEC63 and PRKCSH, which encode proteins of the endoplasmic
reticulum biogenetic cascade, account for<35% of ADPLD families. We have used genome level
sequencing in the remaining unsolved cases to identify at least six additional ER genes causing a spec-
trum of polycystic liver disease with varying occurrence of kidney cysts. Loss of these ER proteins
affects biogenesis of integral membrane and secreted client proteins, including PC1 but it is the effect
on PCI1 that is responsible for the polycystic disease in these patients. These studies have shown that
PCl1 is the rate limiting step in cyst formation and that kidney tubules and bile ducts are sensitive to

graded reductions in PCI1 functional dosage.
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IsA BIELBHERR

] 7.5 B B T 32 O B
GE R

IgA BHEDOFRBIRENANT =B INIH NI SNTBY, Z0%
REX A = X 5 OHLLZ [Mucosa-Bone Marrow Axis D¥LH | AEAE
T5ZE, ThbbOFEREE F.L & T 2HBEICE W T IgA #EAM
FaHIEME S MR EINERFEsERINL L LI, Z0LH) R
WIS 2 AT 5 0EMB T A — I vy 35 2 LTI hE
HRELZATI2LRMWIgA DM T 2 2 e @mEEINTwE. Zh
&, WAENZ BT IgA BHEDRIHEO L & 72 o [ fil7 v A #gik: ]
OFRNEEZFHHT 2HmITRE D R oTwD. BETIE, BHiFIC
IgA BIEDIEER DD D HEMEZ Z 2 M0 5 & -0 (BE—4) &
T o 7oA OIER], 1BPEE BEE B IR % BE 5 L 727201 T b g i
oA 3 AR RIS EM 24TV IgA ThaE DI R % #ERE L 72 Tg A BHRERER]
(Nephrology, 1997) % C#i/5 5. HIZZOERIZFHmE LKA D
To7z IgABHEE TV~ Y A% iz B B (BBRC, 1998/
Kidney Int, 1999) OFERIZONWTH BRI LTV, T2, 20
#., Mucosa-Bone Marrow Axis D ¥4 | OBERiEY.  TIrbh TE
724 L OWZEICOVTHMBL L 72w, —T, [TiE, OV 29| I
IR BT o 7IE B O TR T IgA O SRBRRN LA AT5RAE L T
52 LIIZ AR 5. Mk, BRIBHRIC [gA BAERTH 5 0IEH
MEIRE LTI R IgA B Y 27 2 OFHEE DR S 50 hE
P2 DWW T# 2., green fluorescent protein (GFP) hS v AV =y
7 AR AW R AT, BN T IgA ORI IH.GIICE D -
TV 5 AT F A S BRI T REdk oML TR s
NBZE®MELZ (JASN, 2001). ZLTIhOORREZEE Z,
IgA BIEFIERF~OF OG- ORI OWT, IgA EAERE L
FRAOMWH 2 S35 L7z (Exp Nephrol, 2002/CEN, 2003). 37fE, »
FOHRDEEDPETOENRL oz AT Y F Y ADOFENIZOVTY
BET ST L.

SP1-2

IgA BiEE ERRE/SILZ (AJKD, 2001)
WHIEZ ) =v 2 (HOC)

WH B

IgA BFREICHTS 2 Rk - 27 a4 P29V 20D (R
W A) DI O3 1988 412 2. 4 H ORIl 2 TIAER TH -
7oL BEFEOOFRPEOF CEBAAE I/MERDSFLET 5 2 &K
WD o FRLETE D SRS RBERE ], JCHO
fliewke) Bt v & —Tid IgA BHIEOARE X [ .50 BRERKIM
K] EVHIBBNPSOZATOAL FAAVAZERKL, —EDHBEEHTH
TR X A HENRIIZOBREICBOTCREETH 7. 2
OFEBAHGFE L Y, FOH, WV ADREG % LB AT

FIRROR %8 2 7IER 2 S EUE L 72 2001 SEICER 2= 0 FR
4y hELBANE ar— MI%EE, 2002 412 RERRINE SO
B FHAEMRCHERE L 72 BRI B 2 € e iy L7z (AJKD
2001 : 38 : 736-742, AJKD 2002 : 39 : 493-502). ZHiZ X ) IgA BHE
FHB R ORI BT 2GR 2GRN A X ) Ef - RIBRE %
B4 ENMRELRELEEEHRTH LI LWLkt —F, 2
NF TO 30 ELRD MK 3000 BIORM SV A b > TED, Z
NP FERORAEZMB 2 L L o7z Mlb, 1. R/ OV R %%
Jiti L C b SRERRIMNAE 28 R O BRIRINIERE Cd 5 IR MEMALICE S %
WEBIASHY 2 BIAETE L, 2. i/ OV X T— HIZRB MBS 5T
b 2PEINGE 2 % SRR IS MR ASF MR T 2 IER A —ICHEIET D0 TH
5. ZORRNEZHERT 28T, HHRIREEEE DM T FBAEOK
[EYE BN ] L WKL) D FVOMEOEERE M7, ZL
T, ZOBI0ERIIDOI2 HBEBIOERIZ LY IgA BHEICBIT 518
e FIHSE 2 O EEM: 2 HEE T 512 FE 5 72 (Autoimmunity Rev 2019,

7R FBIRTE). RFERTIEIgA BHE DR IKKINE KOWIGHHETH
SimdE S A + FIHEEIEE##7: (epipharyngeal abrasive therapy,
EAT) # 8% L, Epipharynx-Kidney Axis IOV T HEHT 5.
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AFRE—BIE O LCAT RIBLE
OB PR USSR O PR £ v 8 —
T4 BB FUE EC

1967 412 Norm S I3 MRS, A, &ARKR, BEREEZZET 25
& LToOLCAT iHHIKT % 2 L7z LCAT KB Z iy L7z, AF
EBIRRERORN L o 7-D1%, 1976 M4 EE, KEHg, &
iR E B 5 A, LCAT G0 T2 5 LCAT RIESE
EEMENLZETH o7, MBUTVE ZHETH D, 1990 FEI2IFZFD
2 A LCAT IR T 23722 &0 5, FKIENE LCAT KA &
B L7: BIX 1976 ENSEARERBELTEBY, A 70— BiEBER%
B LARA5 B IRSRIC T L, 1990 £ 1S IREA2ICWwWz o T
MR ENT 2 G L7z, Z OBSISEIR O R HRE 217> 7225, CT i
BB REOEMIIASNT, RPUEARASIIE 20b 5 TRERA
LTWw7., B4 TIE PAM 8 CTHREBE D bubbling 23 5N TH
D, XY UEFY ALK L Tz, SEPRBTIZ C3 & IgA @
HRERIKAN DL AE DA S, apoB BT apoE 25k CTH - 72, B
T A T A LN TIN5 72 ZEH OB S Sk 5
LTCW AR SNz, M3 LDL-c MEAYREBICEE 5 L% 2
S0, MEEN & & I LDL WA #EZ I L7z, #Ehici
HiZv vy VHERRYEL, ELAPTA L Y v v MHEMZE L.
T/, EHMEREEA;ETLTBY, ThsMmERE~D LCAT K
HIEDRE D RIS 7z,

SP2-2

HRM LCAT IBENHER

VAR B AR IS R R SRR R B, TR R A A IR
FAE TR OB R

Lecithin-cholesterol acyltransferase (LCAT) IV A7FH—V % T
A7 MWELHDL 2L A57u—)b (HDL) ZB#S €52 LT, K
PORBAND IV AT O — VORI Hb L HHETH L. Kkt
LCAT RIFETIE, RELRIFEELAICLY, K HDL e, BFREE,
HER, ABRS, BEENR EZ2FEEITIEFMON TV S,
A= B3Pt LCAT FifRiC & 0 # R LCAT {EHEAMETF L, & HDL
MiE, 79— LREER 2 &6k L72ER 2 B85 LHts L7z (2013 4,
KEEEESRE) . ERIL 63 OZMET, 270 —YEBHOKED
72D ABe L7z, ABelk; HDL 3 mg/dl & 30 7K HDL I % e 7272
720, #RE LCLCAT il EZMET A L, REIKTL WA A
MR E X2 <, ABE34ER® HDL 1320 mg/dliFE&TH Y, FKiEM:
LCAT RIJEREENTH o7z, ENEzEZHHT, GAAVT 7L
VAR LTV AHIENENTIE, SBREIM A EZ D AT FL2H 2D 2
X, HENKOGEERR T, ZZTRARB 27072225,
BB M I IERFIMTE O LCATEEZHET 522 Ldbh oz, S5
BEMEH» S L7z 1gG 1, HERAAIC LCAT 2 HEL, %
JELRERC X ) LCAT ~NOFEE DA BTz, BERTIIRIEKENDMR
B kA LA ORI & R0, Kk LCAT K ICHB O AT
Hotz. SHIBEEREOH RS A SN, St EY M TIELCAT &
1gG 23k gefn s, ARHITIZ LCAT 2YEMEREHE O IR PUE TdH 5 W
PEATRIE S N7z, eIk EES I LCAT M, 1% HDL IiE, &7
O — CREBERI MR 0 ICHE L, ERBROBERTIE, IRERE R
W F IR LTz, B, M2 5 & AAEORERIH 2 Bl
CHEIN¥SATHRE SN TBY, e oMEH b B RN LCAT RIBIED
WEDVEOP LR INTVD. MEEREZ LoV KT T,
Bl RBERT LN TE.
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SP3-1

AR 7 O—EERBEICSHTSILOL 77 LY ZOFHED
Update

TR HE THR AR BET - B R RE

Ry En

N8 OB PEIZ B3 5 Moorhead & D354 (Lancet 1982) % #24% &
LT, #AtEr 70 —BRERE (NS) o KUREREREICBWTDH
FOEZHENVIETOLN, The—RICE#ETHLDLT7 7L ¥ R
(LDL-A) Ot 2382 T 1980 4ER D% LI S N7z, Tk
B, ARBEITEREN RN A T, 8RR OB EHHE AR
ROWIFTEL2Fb2 D, EHEIED NS 2R LT B HEIK (4
Hith) SRERMRREALE (F (S) GS) 12hF LT 1992 4R IR RE H 25580
bhi:, 2o%kd, [FLIREMER] 20 LT, HEEofaRhik
EWERT D L ik BRI ZE AT S i, 11T 50% DIERIT NS 225 D
HERSE T E A 2 LA SN, SRS XD, [ 70— BEER
SIS 20110, TCKD BT A F 54 >~ 2014] 12T FSGS O
MRk LTCEOMITERETHIIENEDLONTVS. —,
LDL-A 13 FSGS At o Bzt LT b A% A ST & 72, i
B D KN EF IS M 2 7R NSITK 95 LDL-A R84 Bl X 12
Wi L7z POLARIS #f%8 (2015) Ti&, FSGS Rl & Ik FSGS fE6IT
BRI OENED SN h o7z, T2, 2018 EDOHART 72 LT A
FLTIE, INETOENAD S OREBIHRE % & T IR0 5 2 30
NS RGO A Z T F Y Y ACBWT, BEEMB L ORREETEM I
BIDLFEot#% 513%ICBD -2 L G SN (FAS). Thbk
213 C, LDL-A OB % T4 EALAT Tl S D NS 5Bl — I3k
KT 5L 2020 EOBHFMMLZOELZRMPTH 5. #EHTI,
KENZ BT 2013 4R IT/NRIC, 2018 4R HIEBLAIC S, eIk HiE
B L OBMHEREM O FSGSIERI~O LDL-A O HifFicxt LT FDA %
5 HDE (N2 0kk) o&ED S S NERIEH S Tw 5.
BOE D S FE S NIAREEOG M & EB@EIS DL ) I2Dow
T, AEBBET O % &0 THE T 5.

SP3-2

DM BfE & LDL-A

I SRS A BE IR AR iR 2 > & —
I B=

LDL 77 = L ¥ RI3IeH, KRR SR L CRBOEIGA 2 Sh
COBRBEIOBEZENORPENL 2B EFIFEERCAZIRESIC X
D, EORMPEIMER SN ASO T 2 PRBRINE A 2 S I X
CHBNTWD. Y, FERBICL ) EELEAREZ R L-EWLE
I 20k L C LDL G i (LA) 24T-o 72 & 2AHBARIEE—
H154 g5 23 g lIZEW L2 1BIZ&EHR L. LDLaLAFa—)
3742 mg 75 99 mg [T LA2HIEF ) T TL 2. TOHEERIK
BRI O W TIIEIRIMERKIC L 5 d 0, SRR E
ANELFRY-EELRELDHAHD. IO, BARBLOBFIC
OWT, b LOWHTIZ, AEEOWEREEE LT, »5202H5
Y= 2SS LB B OMWEREE 7 X 2 + 5 ¥ 2SS h o R
EWEEWERETLEEIADZALD, bi-vbBEEICHEL:
SHRERATAN A LIRS, FOMENZIEERT 2 BEUMEOBRV 7 IV
T I LT ERREE L CTB A EARE VTV L F ) RE
IWHTELDOTREWHIERZ. 20k, 5BHORBLERNT—H
BIRIZ T 66 g 55 35 g ICMP T2 L 2HE L, Moifges s
b THUTHE Tz, BEIRIEPEERE & TR PR P R 1 8 R IR o 9 i
BB EZADBL MDA 70— BREFERETD FABICELRIET S
5. BFEICOWTH, 2ok, HAEDRZEIHL2IC L. bk
kOB E5RTa Ry 7574 Y OMbLY, HWBEETERR L%
HONZT H2FIE, REFIIHTEVARY =0 V) ARYF—
PEHOLPLOTHT LI LICOENLRINPETHLLEZ S,
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%4t & ¥EEER AGE (Kidney Int, 1997)
B T s e

il B

80 AFITAFRITE A S N/ MEBLENT (peritoneal dialysis : PD) (3759
1T ASHE A TV 7225, 90 RIS 7 ) BBV IEAE{LIE (Encapsulat-
ing peritoneal dialysis : EPS) 23% % UIRIIGICIEK & RRELOAE
U7z, EPS OERIIAME - 7225, BRI IERE S TTER R, PD
BIGICHAEY A 7 D315 % Z L 25, EPS ORIERTF ORARICIE
JENE DR - BRAEZAL—IEIES L2 BT 2 ER S HET L E 2 S
N7z, 2 5IRMT, Sweden ® Wieslander 51, BT O MBI HE
MIPIZ X > THEESNSE T NI PSR EY (glucose degradation
product : GDP) 2sMifa®&M 2 A3 2 FEZME L. —H,

Nakayama & 1% PD BE OJEIAAROMET T, R MG R M 8 12 %
FKBELEEY (advanced glycation endproducts : AGEs) 2SfER SN 5
HEL, ThIPEREEAEOITTEL HET 22 2 21 Lo THEEL,

AGE AR LIZ B b 2 0l etk 2 )& L 72 (Kidney Int 1997).

ZO®ROWIET, AGE BBEEHR I T —7 Y 2 EOEFIEK, /-
RS OB AFAE S 5 AGE SRR E A L7250, MEHA L vwo
7HFE %L C, PDEIRICIFE OBEELCAEABRERT 2T &
T REEAVR S, EPS RIS AGE, EPS FJE & AGE %%
ROBIETZIE OB S WG SNz $72, GDP Oh T Fic b
FUSHEDEN A F N 7)) F FH— VDO H VR VIPE A5 S 1,

ZNIZE B EPS ETFVABSE SN, AGE 1L, SBET PR )
WARZIVYPEDS, BALIEWRFNAEFOCIC L VBRSNS Z L
A5, Nakayama & ORFZEHRIL, BT AR ASE A1k o B bR i T 3
ZRTLOL LTHHIiE N, GDP 2 BR3 L 72 Fp AL BT o R R B 38
BE, ZOBOBHHOEBESHEOURZHEMLTLDE 257

SP4-2
EEEREHIES ) ORER : EPS D5 FRYEHE & PD+HD OFf
REE

LA A
N L BT asE CBES N HE A L
g

[EPS] 1985 4F CAPD A% A & T LA, PD BBEEUIHIIN L 97 4E12
1X9000% %25 F Tl ol LM LZENLBZEOEME A CIZIZH
BTHEBLTVWS., ZOERO—D2E LTIS0 FABL L~
B EPHETH A EPS BTSN 5. T4 1 1993 FEI2#0 T EPS
R, oMb v F R EREAE REEN 2 TRV b R
L7z, FNLFHHERIE % F 42 1998 4F ISPD/PD conference (25§
# L, Adv Perit Dial ; 2000 {28335 Z &3 T& 72,

[BEF#E] 2 @ EPS O K OZ R4 A AR ENT R T %
ZLIEMP LD EbNR T, IR N AL 2 E S L & s
S 4.25%BERBEROBIBRASSRM S, 7 F A B IR O 720
BHMORIESRE Sh7z, 2RI L THMa%E 2L E LTPD+HD
BERBENGEEHI VRT SN, —HENMEICE L T1997 4
DOQI-GL & ) Kt/V>20 253 S N/zhs, FRAFEHRED e WIRET
FNEERT 53BN & RAREOBMAPER SNz, Fx 3B
PR L BT R OWH 2 T 5 1B HRERZTNH T A L wne %
27, L2 LPD & HD OBENEZ AR T 5 HEEIAWFETH - 7245,

96 4E1Z Casino 23 % L 7280 & 2 B IS LT 2 EKR 2 iV 5 2
LEBWO X, ZFOMIE%E Adv Perit Dial s 1999 128K L7z, 2Dk
@ JSDT-GL ; 2007 Tix1I'F® Clear-space % & i3 L 7.

[#55E] EPS ih#e L BRI IR BN OAPHEL D AT h TE
72bDOTHY, HEMFODOTH oMb s, BIETIZKGDP i
DBAFEIC L D EPS U A 7 3L, SOICHABEICEI IV RELLE
B PD 2SR Ze o7z, SHRIFINODBEDAENIEEEINS.
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RiEMEFEESREIESBE,S, YVOED 1V BEEE
T, BReFRUERERAEEREAN

BIRKAEY 7 < FBEIR AR

AN TN, NEE S Fesh

RN LAEE B R B MR VB 1, RN & O B R ERINLAE, I8,
MEATHEEREZ M E T4 TN BzEREATH . ZORNEET
AyaEYa)y (UMOD) BIETCTHAIENWHLMIARD, v
V2 VEELIEENS LD ko7, BOBETER (MUCH,
REN, HNF18) & FOWREEZRI T & X0, WYt B RmE
MRS (ADTKD) & & S IIZIEHHZ b - 72, UMOD #BIZFE
BARRWE S N4, ADTKD-UMOD & I3 5. ADTKD OFR
MEE, BRIV E KL, KRBT T RNEAEL R HEMN LA
B BRWERDNS. ZOERDO—2H, FAMKICH W THRYFTR
BiWHETHSH. ADTKD OBMBRGE, WEZEWmE MR
B, WALARBRA L EIRFRN T RORTH Y, BFAMKT ADTKD %
B ZEREELWEEZZONTWS., Fxld, EINDZ L ofiikk it
FIffgE % 17\, 8 Fid UMOD #fnTZER% b2, 9555, 134EFOH
AN ADTKD-UMOD B3 % f#dr L7z, 3/13 61 (23%) #%20 5%, 35
B, A7 ORI AR o T . TR, R B O fE B 2
<, 10/11 B1(90%) TERBEMAEA A S 7z, JHEIE 5/12 B (41%),
ERIIUE W 6/11 51 (54%), BFEEHLIE 3/12 61 (25% ) THA 57z, UMOD
SIEGBIC BT, CUF Z820 26 1) #K< 10712 fEH (83%)
2BV T UMOD & O REERGESA LN, T EDRERTIE
UMOD FtEEAiIC, PAS Btk Mt g o B4 4 X, Hi
ETaLNR, UMOD BHERG LM SN T2, £< (801%)
@ UMOD EMGA 2% #5, Zhid ADTKD-UMOD Ot
WZETH 5 REEEARIE S v/, ADTKD-UMOD (&, 25 UMOD
EOAWEIT/EAR PV APEREOEREEZ LN TVEDY, &
NERELZIBFOWEED RR SN, SHRMHTREPEHEZ 2
bhb.

SP5-2

ARPKD & % 70O

FEOMIRER X~ & —NE

RIMR R, B M-, & s mi &, R #EX

FEREFERBICE RODEEORBVEROAEES BERERE
(ADPKD) ofitic, # gtk t25M3EE (ARPKD), 2710~
# (NPHP) & Z 0¥ &, SR & vwo 72 EAH 5. ADPKD
DOFWNIRIERE & WEFT R OA T b, BIETFRESE RIS
JHESN T, ADPKD L3RI SNEEBEDH B, 20-40% 13 5
PRFHEEPHERTELZVE VI REDVDH Y, ZORKEOH LM T
HROEREERRBREOBMIIH L. FEE, YERICBWT, bEd
& ADPKD L ZHi SN TV HRIBFEDSHERTE RV &2 b FAR
LBt T %17, ARPKD (PKHDI #fz¥ o3 vy v FAF
OHEAHRER), 270 v (NPHP) (NPHP4EETOI Y8y~
FATOBEARER) LBMESDSNIEMNZREBEL:. Zhbo
JEFNCBWT, B LZRMESZENEIGE) O L) 2%, BED
PECHEAT S N2 A BR B AR U TN L 2R 2 Jed it 5
ZETHE L. BIEFHREICHE L TIE, BT ER SRR R
L oILFEFFED B L AT L 72, infantile type ¢ NPHP & P4 1 L
JRANE O FRIMEIRIRE P AR E SN TE Y, adult-onset type
TOHE L VB RIEBN BV TREERISIHE D FFEHAN Y L O LATH
BN RME D B HEME AR S 7z, % 72 infantile type @
ARPKD BRIRIIE B ORBEIIRRE S ER L RE ST T3
7%, adult-onset type TOEIHBICH L CTId4 $ THED R L, KE
BN BV TIRED FJEDAN Y Lo EATHIA 5@ AR 2B 5 W hetk
DR E NIz Z OFERIZEEAF O infantile type TOHE L B> TH
0, LT O adult-onset ARPKD 3 EAE® @ infantile ARPKD
LR DIRETH HWHRENN D 5.
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SP5-3

SPACFUTEBEICHETIFENIRELXL 2 REE LEHAER
granular swollen epithelial cells (GSEC)
VUG RS R R R 2 A - IR PR, 210 R B R S T
ANEEOBRL MR KL o P

I MV TREREICAT ZEWRE L L THEICREMRELE R
Fanconi JEEM: 72 LML H 5. LA L, INLORRELYFERIC
BUFAGHEZM LTI ba v FY 7EIE L BT A 720 O RAGHLEE
FRREIE SN TV RN o7z, 22T, TTIEERIGEHSh T
5 BRG] 7 B & R 3 B O BHREE & RS EAT L 7oA R, J
W L7 R E U CHRLIRIE K U 72 s 7 R A e 2 A48 R e o £ AE
IZ{EH L, granular swollen epithelial cells (GSEC) L@z lL7z. &5
12 GSEC ® mtDNA ZH_HK % FIX 25 72012 T3271C ER D B % HHek
Rx v, 2080 GSEC 123813 % mtDNA Z R # % single-cell PCR
B X DME L 22KE S, GSEC BEZA EICERERE NI LW 5
Lotz BLEX Y GSEC XRICE T 5 ragged-red fiber & [FAIC
ERIVIVF)TOREMMLZI P22 B 7EEICIFRAY M
JWTHY I bay FY TEIEDOH 2 RBHOY —VIZhk) HbLEZ
W L7 (Am J Surg Pathol. 2010 Feb ; 34 : 262-70). 4%, 4k
AR ZIRD T E o NPT D SR DL T TOBRBERELED
GSEC DML BRIZOWTHD THRESE TV 2L,

SY1-1

ANCA BHEME X DEGHNE R
HHESE B S O BEP R A ROR SR -
AR 'R

V) < FIBEGRNE

ANCA &, 1982 412 Davies 512 & 0 HEIFEM R ERIKE Je 0 B LG H
RO THRRLEN, BENIEYAE & OBIMEDHE 2 SN 7zh, 1985 4
12 Woude 512 & 1, ANCA 2% FI4E &R FNERE (GPA) Ol
RGO IEE LTHEHTH L e sh, —HEIIRL LI
ol FOHOIZET ANCA 1213 Proteinase 3 12x 3 % Hifk (PR3-
ANCA) & Myeloperoxidase (MPO) 1244 2 $ifk (MPO-ANCA)
3% 0, PR3-ANCA 13 ANCA B K (AAV) OHTIZGPA IZ
% <, MPO-ANCA IZBAMEIMNZ FIME R (MPA) 1ZI3Z I &
ok orz, F72, PR3-ANCA Btk AAV IZFIAIZZ <, MPO-
ANCA Btk AAV IZHAANIZZ W L2 8 X0, 5200 8ERY R
OFEDHER SN Tz, Fx L, BEBI OGS MPO-ANCA Btk
AAV Tix, HLA-DR9 (DRB1%09:01) »EHHETH 5 Z & #
L7: (Fujii A et. al. : Clinical Nephrology53 : 2000). Z o, JHE4 57
)48 R PR L KR AWFZEPEC & A5 C, MPO-ANCA Btk AAV
O BEZ YL HLA-DR9 (DRB1#09:01) & OBJHEDFERE X N7z,
HLA-DR9 (DRB1#09:01) &, bH»EIZZWANTT ¥ 4 T THAIC
BHiTHhb oD, FRKICIL, bATET MPO-ANCA Btk
MPADZWZ L LML TV B LR SNE. BFED AAV O
BROMIEBILETHINICITbR, #ERTE AAV OMHI
GPA, MPA W) EESHH L D §, PR3-ANCA, MPO-ANCA &
9 HCHAROPUSIF R X 2 5O RN 2 &, IFERERES F i
FRMWFERERE (EGPA) AW TIE, #EEMIZIZ MPO-ANCA Btk
EGPA X HCSuEs i & B L, MPO-ANCA Faf4: EGPA (Wi B, ki
ERBE OBBEI RN &y, KA EFRAMAIHE SN TWw
b, KV UYRYTATIR, KREEZOTF—<Ths [AuiOEEDOHIC
HH QBN - BF FE?D 5 | £ @I, AAV OBEEFICHT
AIEOBM A HET 5.
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680 H & &5

SY1-2

FRIRERARE & ANCA BEBRORYIDHE
] P At il K7 P 2 B Mk A B

AR HeZ

2000 4ELLRE, TO ¥ F 45 YL (PTU) 12 X 5 IR B RETTESE
DOMFEHIZ ANCA BIEIMAE A HE THRIET 2T 8T v AR
FZEPSWEINTWE T, LA L, 1990 FWTE F T BRI ES
HRERARBRICHEET 5 2 L IZMO N T ETATL. FUIRBAERETT
SESEBR I FAE SR TR L LT ANCA B3R ERRE % % 898 L
72 1993 4E DI 4 OIEFI RS IF T SRR THARBRE B & ANCA %
PO -3 L7z, %, PTU M o FIRIRE B T ANCA
A I 4 % FIE L 7o REGERI O dS Lancet iE TR 3N E L7225,
INLRETHEROGHEZRDLVIERT, YT FEBFREES L
WIMEREOMFEESEDN LRI T L. ok, EMEERL,
PTU I & B0 % 1994 DT A ) AFBFETWE LI LA
B, EOCHEARHER I, PTU M & ANCA BIERE %% BRd 5 /08
175 Journal of Pediatrics \Z#i5 S, PTU filE & ANCA B 4%
DORMOBENHE & LT, 1995 4EI2H journal IZHEFT AICED F
L7

ARERTIE, HE2A0TIER CHIRBEEE L ANCA BIHEE 213
W B EEBES TR L, WAEDOIMEITED L, FIREEE L ANCA
FEBROF L OERERLIZVERNE T,

SYI-3

B/ NENRILE X % H 3 5 ANCA BREME X 04F#

IR SRR S R BRI - ) 7~ FIBERENEL, 2 P
ety 7 —

g W FUR EIC B !

60 MACH MR H R, £ Biilde, SRME%E, %2, RERD, Cr
1.8 mg/dl, CRP 14 mg/dl, &EHJR & MJRIZTARBE. PR3-ANCA 130
EU & Bt CT THMEF O & BREORE®SR % 2%, granulo-
matosis with polyangiitis (GPA) & Wi B AERHARCTIX, MBHIRA
SERBIRICOT TRED T 4 7)) 7 4 FHIEZ 520 5 B KA A
FARTH o 7. ANCA BIHIMNE ROBIRED R T, RERMI I %
DEFIZOVWTIEHL, BABIROIME ZOBEMEVISNCT L0
AR AR % & ANCA BILIN A 98 50 Bl % xt 5 & LG 2
fTo72. 10#1 (GPA 4 %), MPA (microscopic polyangiitis) 6 ) T
B/NBIIRMAS 2 % 3800, 40 B (GPA 161, MPA 39 #1) T&/NEhiRIL
BRERD LD o7z CRPITE/DBIRINE RDH 2 HTHBEICED» -
72 (p<0.01). WHWEO G ITEIBIRME KOS 28 TZ <
(p<0.05), B/NEIIR %% RO BLEETIE80% TH LD L, BBk
ReBOLBVHETIE3IT5% TH o 72, BRIIRRZEIZ O W TIZMHE M
TEEZADT, HRIIBIHIREDS 2B TE 572 (p<005). [#
2] AR %0 A% 3B 5B RBNE IR %% A0 55
TIZ CRP AR <, MWEOEIENHE L, GPA OFENEL, Tk
ERFHWE W) IFEAA S Nz RIEDOEEASRERIEHA B S R BRSO
FABIRICES BT, CRP 2 2L 2 WA EWE O FA- %2 fEwv,
bR 2 & & 7o A B RIS DA T 2 W B H 1, 1EHRIC D AT
WERT e SN, ML EO#HE ] Rheumatol. 2014 Jun ; 41
(6) : 1140-6. I S h 7z

61 (6) 2019

SYl-4
PRk BE KB K 2D ANCA BEEIME R
SR S BERER 7 W s B R R A e HfE e & > & —

e B

1995 4F 1 H 17 HITHEAE L7 BOMRBE KRB K D% 0 3 AE BN Hu[X
128V T MPO-ANCA B IE #A% 56 L7z, BHEHEO 4B TEH
FEHL V7 —CTHBIIHEAE L 148 &, HARETEmE 8EMITH
L7216 617, ZOBKRER TR L. MEHIZ 5/ 14 BICTF A
PRI 2 A > Tz, 13/14 FIABEEBEAREE 2L, 1/Cre 21L3E
TORKTIIARICARE L BHIEDET 2580, BRAENMEAIHT
HTY/14 61, FHEET3/16 BITH - 7. BEMIT R CIIMTRTIX
R AEAT LS FART, ENTREBLBI D £ 205 72, FA LT i 7 b
BTHY, FLBEBILHPIKEDTEL -2 LA TH - 72,
BEBOMPFBX CORNLEORKE LT, CVEE - FREEZICL
LHEERBE, LY UA (CBILr AR RTARZ ML
HWAVRIRE NIz, TANRZ N CHM) 1ZRRICHETS 28R 1 R
HWTHAH. 19954 1 AR CTIXENOAMBEIZITTDRTES T,
COBERBEBERYOMAETIICL Y RBL A7 AXA b5t RE
Lol H Y 2004 FICENTEAMAFNIERALEL L 2o 72,
BEEBOMATNRERICE 2 KAHP 7 AR MBENEOFKR, &
RCFEERDO20/H ), FERREICRSETIZ0 r AZEL-C
EWbhPoTWwE. YY) IORFFRETMEZNTELT, £/,
FTIRYE (particulate matter, PM) OHIEIZ DWW T HEEZR ST
Broleh, PMORBDBEAELIZEEZOND. RATOMEE, ki
FRWE D ME RFEIEM S 2 ORELRIFL-LEZONS. Yas
hiro, Itoh-Thara, Muso et al. Am ] Kidney Dis 2000 ; 35 : 889-95. 451
) = FE# 2012 5 5 200-10.

SYI-5

RARKRBXZICHXMICH VT ANCA BEMER ML 7=
»?

il iy S BE R

e B

20114E3H 1L HY 7 =F 22— F 90 ORMEHRIZFAE L 72 KNk
e RN i 2 B, F O ETH A I 18,000 A% 2
7o B TR R G EE~BAE L, COREXEZICIERED
WNE LA N ORMBERG P HAAEL Tz, Z L TELL 26
AEBRBIRNT % & BN LTl kR 58 B 8m L 72, #k
fiti##» BALF H1H 512 Si02 (U #1) R Al R Fe 7 L0 HIER 5
W% i S .

ANCA BIMERDORIE) A7 L LTIV IR T ARA MBI
HRREIE 7 EORMENRE L E DRI L D ImSshTwiz, Rk, R
PG E N T ) B R T AN bR FANALP3I A Y75 <
V—AxFHE L HRGBEZGEILSE S 2 & (Dostert C, Science.
2008) % NETs L DFER & %5 Z & (Desai J, Sci Rep. 2017) A5
HOMHDODH 5. £ Da vy ) — MEEYIEIEL 7219954
DA K E SN B\ Tld MPO-ANCA BEHIMAE 9 o> F& A4 B BE
R E SN TS,

TS B ST TR A T Y IR IR U A 2 R 5 P o W — D S8 B B e T
BHolABKRTFERBEICBIT S 2007 EH0 5 2015 FEF T 43 6lD
MPO-ANCA B3I 8 H % BRAE O 4 4R THF, ZOREEK
DIERWER LR T T 7 7 A VR B HBINITIENT L7, 35 LERE
DORAERNIC R B OFER LILTHEI L ITHBIC LA LT/ B
FthD ANCA BN E 2B E BV TIZ R TO BVAS 25E ¥
RIOBZFICHARTHREICHETH S Z &AL 7.

AFEFTIE, BRFZED S R 2 T& 72 ANCA B#EMERORIEL H
RREBLUOZOBRBENTLOMbYIZOVT, F/, Bk cH
a7z ANCA BB RIEF OEIK T — 7 2 H1R5 N A4 Al
RIZOWTXMEED Tikim L7z EEZ TV 5.



H &

SY2-1

DM BEEAD RAS BHEZE, (N Engl J Med 1985)
i35 5 SR e S A BB AL B0 B

[HAE WP

KEZERIERIC, REOTEEE OB E R TI1T2 & v ) SICEER % Ff
DX hoTz. WAWARIER & RERT B T CHR IR S (b
WKW EFHHETH-72L LT, PHtBOHEHNT & L TEMERT
LREVDTIZEEZD LI o7z 1981 4EI2SQ L w9 ZFR TR
BRAIEE > T2 T R TINEFITTH DWW, AT70A FEfuED
FGS® MPGN 72 E560 < 5 WL TA2AS, BEARDOBAHEIZ30%
BETHo 72720, TR EoBERIEEH O/, 1983 F I L0 liHH:
SIRBIRREE v 7 —ICEB T A Lol HAROARON T
2RO BE S AZEORERZBED T2 5, % DM BEHEDBH
SATERIREAPHEEDSFR L TV b 2 EIZAD W wiEBRE
DT ORI LT Yz ShTw/z ACE-1 #BFEHIIKT
BIML72DTH ot £)ThHolehe Vb0 EFT L UEDME
JEDBE S ATHEAAA TEEADHY S ETEVE Lz LRHIH
WHEFT L2 DM BESALPE LY 7 —ICR@BA SN VIETL
7o BIE, #AkREEar b u—LL, BEISEELTLLH T T
TUNEHRGLEI ET5E, ZNLIANHIH Y OMER TERROEIHE
HRETHELTCLE S 20, ENEZERTLIOEEZTIEH) TEA
TL7 7220106120 Ty2s, LMD ORESET, wE
FCIZ L &9 &k A X725, Brenner %2329 % hyperfiltra-
tion theory & & 9 R { Mo 72k #E T L7z, Lancet 2% Y, Blreject &
N, NEJM IZ%-> CTHOHZ R72RELDOTT S, #IFICBWEET
HolzbnIRED, FROBEWVWHKELELEZATT.

SY2-2

DKD OEEEWVWS BEH S & - HCV B
FHRESL P IUEEEE - ) v~ TR

HE

HCV BPEDIRETIEITD B A AN TH %25, HCV EG13% L DJF
YOEBE D . BRREE T, HCVICERT 22704707y ¥
(CG) IMIEIT & 2 BB HRERARE % (MPGN) XL <AbshTw
5% HCV IZ 2 BUBERIE DO FIEIC D BB L Tw A XS hTw b,
Fr iz, BERBOBRFED A ) —= v 7Rt L LT HCV Hifkk
% 4T 72 2370 Bl & R BB FENT L7z & &5, HCV HuikBtk s H
D E Ao 72013 MPGN Tid 7 < BB MR ERIRE LR (DGS) T
HoloZl, T2, DGSHID 5 EHRETFHIE HCV B 75% 12
i LIBTERETIEH 35% D TARTH 722 & 2 WE L, FFRIIC
HCV #&# A5 DKD O H 5O T2 Y% S 5 WhEtk 2 Rg L 72
(JASN 2000 11 : 690). Z#®t%, HCV f&H:id DKD O KBB4t R
DEELZVZAVRTTHDEND T L, 2B HEFZ TO HCV Bk
PEWI EDL L OMETHRINTE . —J, CHEBEENLDE
L, 2000 4E F To IFN HEHE#HEA S, 2000 4E L% peg-1FN,
peg-IFN +ribavirin & S H SN T\ o 7278, ki 4 7 IFN ORIVER, A
Fo R AV AR LR SREE A LTz, Ll 2011 E
Direct acting antivirals (DAAs) D& DU 2GHE BRI IN - L
TETBY, BEWEH DA R WIFN 7Y —REb e oz, 10%
FRT 5. OFEROTERFE, FERRVERIBEZ 435 75 Mtk i
B2 PO —VIEARTA 70— B2 R LUNSBHIWAE 2572 HCV
(+), ZuFrua7yy (+) ThYH, FERTIE, HEIRE, BH
WEZPES DGSIZZ U A7y ua7 ) VIEE £ E AL Tw K
BlZZLATLENL - ETL 7 ZENVIRMAIICE D 3 MBS EmR
WCE o7 F72, HCVIZZ ) A7 a7 v &40 ST BRIk MR
EIZWETHIEDBMESNTVS. itoT, DKDTIZZ V4 ra7
) Y OHMEI»AD ST HCY 245 —4 v + & LRBRED 5%%
BEh T iEErdsLELORS.

61 (6) 2019 681

SY2-3

DKD DBRSERET OF R~ BRIy 8 & FmH/ 1
FT—H—~

WIS - S0 - PRI R

£t W

FE4E, DKD &\ ) BSOS, LoD d ), ML 72 DN &
ORMIZOE, BRI ROEEEIEZ ST Twb, RiZTh
TT, BERTZW SNz DKD OBRFZEFT R & &Y & oM
ZD&WE %D, DKD IZBIT 5% OFWmEANFT AT F#H %
WETAHECHKREFHELRLAZ L 2HELTE 72 (NDT 2014,
CJASN 2016, PLOS ONE 2017 etc). T 5D H T3, PTBMIL
(Paratubular basement membrane insudative lesion : £ R4 5K
BB MR Z) 1, ShFETHEH ST &b - 238 DKD #EELAT
R LUTHEL, EHEERSNZEHNNATOMRETOINY RIFTd 56
) T ENTE RIRERAMEBIRORAT T & i & SRERAS B
EHEMIRH BN SR L, FRIRMEOEMOIEATL ST
LR, RME R ERZE DEFERE & OEWHHBIBR 2 FERT 5 2 & T,
2 @ PTBMIL %8 DKD (2 3513 2 IRMIAS B2 0 — K Td % T RENE %
WLz F72, 4R (RILRFERF R ESRESR AR B - %
- NWMSENEE) TIRLZF oA 7a7 LA 2RSS
0774 Y FOMREZEDTHDEY, TORPHHTT T 74~
2k o CTHZE S N7 DKD #ERE%Z F$ 28 BURPANA F~— 0 —
(Diabetes Care 2018) X, TN OHESHA W ICHEL 2B EAE
(Fetuin-A) OFEIZDOWT BT L7z, HIZ, Fetuin-A 7 ¥ X
VzzZvyv sy A% HW%ER, Biopsy-proven DKD Off%E, i
#& 4L DKD %% (U-CARE Study) I & o TH S » 2% o 72, Fetuin-
A ® DKD #RIZBIT2EZERP, NA A< —h—LLTOERIIOWV
THIRR7z\,

SY2-4

Nonproteinuric Diabetic Kidney Disease
PEDOMHEEE £ v & —

N Bz

PEIRIE DM A BHE 13RS % L JUMEREICKRE S FiTFoh
5. MU/NIEREED—D & U TH SN 5B REE SIS L, BARZT
ThH MR SR KIWEREDORKOFEREBRE Lo TS, Z
DJFER & U Rl PR w1 B L IR 2 S L L T e n
EATIN R, BRI P S W L 72V T < R, PEEEE,
e EATTEER D T ORMICHEE- LT\ 5720 FDORENLILL
TWEIEH—HTHLEEZONS. T 1 BIBERREERE O ek
B s, BERBIEREROMERRIL, MET VT I VIRER TN
BEHRNEHERET 2 DI CREREEAFEIMET LT &, BHHERAT
RCIZFE MR ER O AMRZ IR SNSRI EN RO S
EREZEZONTE., L2 LARAS, Jrf 2 BRI B Tl
BHHRICHE RS TICET BRI T 2 3 —# (nonproteinuric
diabetic kidney disease) DFFFEVH SN IR ->TEH. TDXHIT2
USRI B ORERREEE O BRIR R - EEARNIZHTH Y, Wi
JERRLEHEREANELRDDOICLTEZ Z2TINSOMEISHLT,
Pz 13 HARRFIEBAFMEME (AMED) WFZ28E [RERR i M BhE O 3
TR 7R RN v — T — B RE LB WO
(FNHFEEIEE) | National cohort % & & [ bR 5 1 BF s o0 9 g
HOWREZ D TE. & 2 TIEBERISEE IR OB R & B+ 1%
& OB, nonproteinuric diabetic kidney disease o [ i FL {% %
B TR REPES IR 72, £z, IO nonproteinuric dia-
betic kidney disease & W IiLE, FaE R4, Mz HK &3 2 B LE
EOEMPELWAS PR ) ODH 5. KiEHTIZINT THRA WS
N L 7 PR M BB, 412 nonproteinuric diabetic kidney dis-
ease DFIRFHHIRICOVTHET 5 L & D ITEMLT 2 HERBEE
R E 5B EIRITVITIZREVD R EET 2.
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682 H & &5

SY2-5

SR ER{FFIER I B3 4 polar vasculosis DEERETT D& FIEL
1993 &, HAH

8 IR R 22 [ 2 g Bl 2

Ik #FT

FERIFPEEHE CHIBLT 2 R ERAM M E R A (Polar vasculosis, PV)
DILFEMIE D &5 & w2 % Three dimensional analysis of
increased vasculature around the glomerular vascular pole in dia-
betic nephropathy. Min, Yamanaka Virchows Archiv A, 1993 % i/
T 5. KWL, © MR EERE O SRERRM S TEIN L T /08
B PV LRI, MEREADS, REMELPLE L2 3RT
RS2 L, M L2200 THH. o8 3 RoThEgE, Mg
IV 7 NOBEL TORWEMRIZ, v 8T —%2BKEL, 20
MEAZTWEORZIDT, FIh6E5NBHRIL, BRI
SED PV # RS LOICEETH L. 3WICHEDOER B E Z0mA
WCOWTERT 5. [3RICHEEOIER] & MRIRIFEMEEE O @ Epon
WHEBIEE -, EEYIH % 300-500 ALER, hVA YV TV — Yt
ATV, —HB &I, 400 f5CHEMSE TG, TV M7 M LCHE
%BE2FL—RAL, 2OWEEE I Ea—y— ETERLTWS. I
BEOMF D202, BAEMDNT 74 yEM T Oy 725k
PAM B8] % 200 BIER L TV 5. [3RIThEEED S Sz i)
L SRERAEO B 3 A/ MBIRDA O ME R D% e b 3R
fE1E. 2. BEIME (PV) &, RIENOEAMBIIRO EE K (56
2, 9 340Nk), —EIZE AR O EESIE YA (—ERERA o
FLwt). 3. REMMOBBIME (PV) &, ZOBEBRME T
BLWYETL, X2 b REREMET PV 2 KT 5 E OFRIFEA
i AR O AL & 35 & MRIE 2% ) Db DT, PV IidAERkAH
FlEEONMERETH L L OB EXHT L. —F, AT LR E
FIED—IRTIE PV BSMBLL 2 WIEFIA D 5. R 2 SR ERIK A AL
HFEINT, WLIHEL DD L, PV O 3R Z@EL,
FRIFIC BT 5 E b0 BREZ BT E 2R D 5.

SY3-1

FFHD HCDD FER & Z DD MIDD (22WT
NS

MAH

ARGHHE T ARF W O HCDD fEf] (CN 44 @ 394-9, 1995. NDT 20 : 434~
7, 2005.) DB & Z DD MIDD OBUIR & JEEIZ D W TR S, bl
1335 . T O, BED Y 87 R, MRERLZ. WK
MATIE, EAIERE, BXCmEhoseoEt 70—+ 1gG-1
(FL27)HY. FBERTIEIAT VXY LAOEE RN 2 B0, BH
TRHREEIETHEEOBVILED D SR SN Tw dbikd ik
EHIB X OB RO PRI Ic BT 5 y BB XU C3OLEE
RL72DS, Kk, A BIXUHBEOFab 7772 Mgk Tcdy,
HCDD L@l L7z, A7 84 FIH#CIREIIYEE L2, 205,
Z 0 10 I L% amyloidosis % 5, L amyloidosis D HEFTIC X
BHIOARED T8 46 7% TIT L7z, necropsy ZfEfT L7z& 25, (O
MR B, B, IO MR 2 B amyloid LA % il 7. Bl
DRI IgG B OLAE RO 72H%, amyloid DILFIZRD L h o
7. HCDD IZ amyloidosis #3325 Z &2 D ERPLETH 5.
Randall # MIDD & LT LCDD, LHCDD, ®H#{iL#%E (HCDD) #%
& %. LCDD % LHCDD O RIZAZZAHTH % 285, 1gG F HCDD &
% { CH1-2 DRIEHAD BN, WAL L 7258 7 1gG EHIARERAK
WCBAMEA D )V RIET B EEZOND. AERD, IgG Hiio CHI~
2OR\HEDH Y, BFE L CH3 ASREMKICILSE LERELZER L2 E R
SN5. F 72 YF L OV BEE BEC1T - 72 1979-2019 4 @ B A #i 9,273
i, HCDD 13 561 (0.06%) Th o7z B L7z 4 Bl4p<lid M
HE %D, 4614 1 %) T Bence Jones % i 7-Z & H 5, HCDD
DFIEDEFIIEMIEOREAHLE SN D, HE, LI HE
T 5% A FRZOFLEEK, Tur7y— LHEARZ &%
WL LCTHHTE, BREEMI OB 2 sy (Bl et e 2 0,
MM DOEFRMNYHELTE TS, Lo L, MIDD OEHEIMET L
TWi728, BRI L0720, MLENEE BN O %5 4 i
PEETH 5.

61 (6) 2019

SY3-2

REZBEOD TEHBENELZEH U S B#HLEED—F
WhilBRET 2 v = v 7, JEOMEkEEE Y & —
J:?? i, BH M2 B EeR el
p's

EHE L

FEBIIL 58 ik (W) OYHET, AR TOMIRET O
L. XETHEHI ) THEBFESHIL, ERZZEICEAR 15-2
g/day BTSN, TS5 FTUAPBBEN S 2 ARIED S L
LSRRI OV PR IEASBAE L 4 kg OREWIND - 72720, X+
248 1 AICYBHAMZ L o7z, Rbehy, & 70— VRERE (RE
H42g/H, Alb 29 g/dl, TP 50 g/dl) & E#aER% (Cr 1.8 mg/dl,
BUN 27 mg/dL) %2 L, #EIERE T L2 REREIE AV F
T AR ORBHHE L L RERONE DR S, IF TORKREAND «
SO, BETHEMEECTONE TEETREWRILEIC X > THRHIL
BREEZW SN, AFV 7L F=vny (mPSL) BLXO7HFF+
T THBEBGE L VERICIHBEZ TR 2 [0 H o BAEMIEIT L,
AR R & LT3 mE A e MEcHo72. AV 775~ +mPSL
WIEEBME L 4 EBRICIIREN 024 g/H T L. REHEM
%, BAEB X ITHEBEIRHE R AT a4 P ORI 0 720 1252
HYBHEM 2 JiAT U, PG L2 80 L7z, BG5S 124E%0
4P HEERTIE A VX7 AOHRRERPEERONE - —EAL
LIFHEL, BETHMBEL NV TLEHETEELEORIBL LT
72, ZO# b mPSL L2 MR L, X +20 SE5RICEHE I TR 2
ZUF B E TIREMIIRDEM (1-15 g/day) ZHEFFTE, BHRERE
b Cr 21, BUN 33 LTI Th - 72, MBI T3
EBORIERRR RSN 5 b 0ot E LG T I Twi.
L2 L IF Tl k HORRIILAE 13KR E L THAE L Tz, BRSHIAE
FEICB VT, BRI D REBERY 72 Sa B MBI G & o CHRIRAY B 722
TR, MRRARYGE DS S MR C & 5 2 & VBRI 0B A RIS
X o THERES 7=,

SY3-3

ABICHTZREITOTY CEHEET IO —
BMKREFNA F X T4 J1 VATZEHT

R I

A

NG

fEsra 7 YEMEET7 IO, F—Y A2 (AH7 I F—3Y R)
&, 1990 4RI Eulitz SI2 X W @ CHs S h-egrIinf F—v
A ThbH. KIHTIE2004EICFHA2, MEAMEZETLETIT
4 F=Y 2BEPSHEELL. BE, FUEra 7)) YEE7 I
U4 F—3YATHBEREMEAL 7 I 04 F— 3 ZIHRT, BOTH
RIEBTH L LEERMINTVD, TORDEFDOFEAENQT, K
THEL OBENFEEENTETWS, RN E LTI, LW
FWRET, B7I04 F—Y AL AHEENRTIARTH L. K¥ v
RIATIE, HEBBIO AH7 304 F—YRI2D0 X, ZOEKMNE
e, 73Iv4 FEAOAIFWEHIIOWTHMNT S.



H &

SY3-4

IgM B B MfaRE 2 - R EREMEE R (IgMPC-TIN)
DR

TR A B R

[ A= R SO = G 0

IgG M E MR A% IR AT BB LB 28 (tubulointerstitial
nephritis : TIN) 1%, IgG4RKD 7 & CLIEFLIZFEDO LN LGP R TH 5
25, IgM B (IgM positive plasma cells : IgMPC) 2%
ZWTINZENRTH S, BE bhbhid, HIALTINELT
IgMPC-TIN Z#208 L T\ 5 (JASN2017). IgM &l T TIN %~ 72
BEVEBNI R L, et T PC (IgG<IgM) H¥ &% 2 fE B % IgMPC-
TIN & L 13 B %7 L7-. MRS sss e LT, MEOREMI,
) U8k E IgM Btk PC T o 7. lH O3Bk Tt IgM Btk
PC DYWL 2o 72, 1gGARKD T 5 % FEE Ay 2 Mt b (%1%
<, CD3 Btk v /8BRIC X 2 IR & GEMIRAE >HEE64) 23
», FEAHED H -ATPase, H"-K*-ATPase, Anion exchanger-1 ®
FEHPET LT F/2, ERMEERE LT 100% 12 5m A8 RN
W7 F—3 A, 92%I2 Fanconi SEBEREDEGHEL, 82%I1CHLI b~
BV 7 HED T o 72, PSLIGHIC & 1 KEB5 DB TEHERE D
Yt R 7z, ROC AT A

LARBEHREZBWIT 5700

M IgM X 262 mg/dL, #x%

K39 3 Bl 0 IgM By

¥ PC #1% 13/HPF, 4 PC

o TgM B PC %Kik .

466% Tho7z. AV Y RY 7 : PBC

7 AT, IgMPC-TIN® ! v

BRERHG - Rlskrmoas e | Yo7 ERE

W2 To I[gMPC-TIN ©% = =
WrBE [ %] 2FR L7, N e

SY4-1

FrEMiRERBTO N H 5
FROMFBEE £ > 5 —

B M-, A B mlT E

%% ERE (ADPKD) TIREEOIZ2NFIC S F#EASLHL, L
FLIEL 5T (PLD) @ mass effect 258 Lo K & 2HEE
5. YEEOEREM ADPKD B# 1028 5o 9 B, #30% 124558
JaliF (PLD) A3FAE L, Z OISl HAUE K 6T d - 72 (J Nephrol
2015). EK PLD BliZiAHGEIUEAR SN TEB Y, ERRGYER 7 L
ANEEFELLT W &2 O EBERELZRTEMNIZ V. BEX
PKD 1283 % Bl IR EARM O A AL BRI N T E I,
PLD HHS G FHRELAT S L Vo THBRE TIE R,

EK PLD OiG#IE, $ERD HFN N L F — 2 R0 U Bl 2 F Rl
 EONBHIERED EIATbN T E 72, A BREFRTA CIEMIR
DA LUIFEIIRO ADEIICFEL T A T LITIER L, KEREGE
& LT, 2001 SEICFEhIRZERHED: (WTAE) %R Coo THifT L 72
(AJKD 2004). AREFHIITRT RN TH 5 720 FRIIREWTIED 5
bOO, HERTFERAR O L KBRBOLE L ROz (AJKD
2007). L7z%-> CHFBEREAS I CREudE e A L, HE A%
& 72T ERFRNIIHE BN A T 2 BRI & 2 2 W etk 23S % 78,
WHRIERETIE 2V L2 0, HBHEOBEILAD 556 132 5
Sel, BN EE R R LTk TAE BT RETH 5.
F 720 AMEEK PLD B iFHEEAR 4 (T-Bil=2.0 mg/dL) #1 - K
=R ARBNIEREICYE 7 5. T BREYDEISTAET 2561213,
TRV F =Y +PEFGE T TG T v PO — V2T 5 72141
TAE %1179 %. hTAE #ISHORERIZOWTI, IR - T2
fa B L — Vi e 5o 72130 O EFEIUE 2 R ICEE L T
Bndhb.

4l UBEDZ O hTAE IGFEF OWB 2 W8 L, < OEBETR - #
B ERR, BIOSHOBZIZOWTHI L2V,
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SY4-2

BREABUESREBRE (CH D BRBBEDR UV AEHE
AN i e e

REHER

Y RENEL RN (ADPKD) &, & OBMREERETH
5. MEICSHOERPHILL, M & IR, BRI R4 12
T L, SHIICKBIBARICES. £5%8 ) (PLD) &, ADPKD
DEFIRZAL L LTI, wmOBEDHVIHEL THS. ADPKD EF o
2id, BEREDRCERZERERF2 AT 288 LIEILIERZT
515, ADPKD I2HE ) B 3 72 3 IFSIRESYE IR, mEEOSIHET,
LIFLIZEERIL L, RRCBIER & 2 5. HERTEEEN SR, BT
TIZEL, BRFOBFMPRENI LN AZHFERES AT
L. WL E LTHRMITIE PET-CT 253 I T2 2%, T ik
MRI Z i\ 72 Wi 2 3B L, CoRMMER L. BIRIEGED
R, PRSI, 28 ML — D, SRHREIER O 3 D1k
ELAHENG. FURERHRE LTE, —RIVICIIFENERERL T,
7T AERREIRS AN—F2F /0 Y RIHEESHEIR I TV 5.

AL, #Exid, BIREIGEORN R % MpHEE, Feh s 3% o mmE
A5 kR L72FgE T, * /0 VRPITHENLT L O AT AW
ZrEii L. FAE, SEEToORED S, FERESYED BIEREIC
B U CTHRERREITINE L EZ TV 5. BERIEGTIE, KiE
IR Z GO%  OPREDOHAL G0 EMEELLOND. — /T
MREFMERTIE, F/ 0 R REEL SCEAIREIE T L v
EEZbND, T, HENEREMEDHROZDIZ, HBETIE
2018 4F- F T2 600 ALL o> ADPKD A IIx LCEL ML - — Vi %
ToZe. ERFLF Vi LDl ) EFIIEDL) RFETIT)
REPIZOWTHHERMONINDLEZATHL. FEFTOIET VA%
W E 2T, YBETORED S F L\ FENLBGWIE O IGHERIE & $28 3 5.

SY4-3

BRMEFEBEICHT 2 UM OED
FEIR A B R R PE O P b
A HER]

FRERIIC IR & 72 2 I 380IE, — BT AEROERITERTH Y 4
B Cid 23 BICIENESE T O REBYIBRAMTEE % 61T L RIF 2R 2 BT
b, Lo L, witEEL Y (ADPKD) BEDPSLZ VI L
5 MEETIZS I #NLA % . ADPKD O£ 52081254 % 4F
BERZ2 LY ORBZRET L L LD, TOBEEEERL .
ADPKD \Z& B % £ 56T 3 1203 2 SV RHAB OIS X, HREHT
& L CONBRUAMIITIFARRE H Y, Ry 3Ee o R ygetif B
By, WS X 2R Eh3H 5. Lo L Gigot 03 T I 3% < JiF
AR R H B O BB FE M B Bl o I3 A v, IFES ICO W
TIZNFHINLRE, BiE, FNH OWEBIA S 5, ADPKD OFER D 2 {if
WWEGETH D, FERY SFIONFRRBRREITFRARTH 5. K
PEIFEELI 3 LT 2005 4E LUK, 13 042 15 MAMBHI e v A% L7z,
YU 12 B0, ISR L+ — Y 36ITH 5. B/t 5/8 F3
AEWG 64 7%, WIMIIEIZ 1 B A5 748, FH31 2 H, EHEIPAIEIZ
67% (10/15) THtE 5 BB TH - 72, BlEo 1 Bl 2=k
PTHol. ML 1BIH o7z BIRPOHIED 71% (10/14) H -
720 9B L SAELL EIEH B D B 5. AR A o R,
BPEARG L TR Wl N L — VAN OB IC S %
E RPN AR—= 2R D, MK S N WA Y P
HIBAHTH S, BF, B, M, DEkEOEH) A7 —KHbI L
ETHB. T Gigot T RO FYIBRTIE, IRE MR LIRS W EE, I
P28 - 2 LS, Pringle $:05WEEZ &, BH OMEIER & 1382 2 K
WEVEDS B o 72, FEHURG IS B EGea v b u— )V HIYOWIEREI ¥t
FE RS, BRGNS 5 2 IR ASE RN 3 260 b & D HE I
IBEEZDBRETHLEEZ LN,
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SY4-4

FRMRTRR I 2 FFisiE

FORUR R TR IR R BE I SR - N e R Res
A EA, THH O RE, &7 JE—, BEINO#

% S VERT NI 0§ 5 I RAR I H AT 191213 2 Db S B0 2 TR
R & O WEECH 2HED S . BERBBUIFICE D, BT RER
FEEOFEESHEETH D, RIS T 2HiERE G L=,
Iy —ViEA, REM, FEHSUEM) 2ThbTwERTIE S
SICHEENM Y. 72, ¥R BRSE R R ET S Y
(ADPKD) #%f£->THBY, BUEEARLEEBHER R MREENER 2%
, ZOBEEIBHBEHMINETH L. 0720, BREATHER
8 B AR RE O A O REATIZ Y X 7 258 <, ADPKD & BRI
B TIIHAEM I IZMIENFE R BRANRZ N TH 205, RIFICBT
BINIE K — DM HARR D720, BH TR, -850k
CBOWTIIIFERESIER TH LI ENILALTHY, BFE OB
DOILHEITHEIS SN2, FE o THIEIF B REE Gk S HST Z2 M N HA I,
RAES 2 IR & GBZE 3 » A 3mPLE), ARSI 1o 72 Iy
%2R T e, EREIRROLE, WIS unEme 2 ) %Ak
BErETLHA] L) RPMENENETH Y, Bz EFRET S
BEOMEASHE (B ThsrIed, EHRRIIBONTEMETSH
5. ARITIE 2018 4EK F TI2 11 1o ADPKD & PF% S EMFIC k3
L IMFERF A S SN TB D, ZoOREIE 3EAEAFEF100% TH 5.
—7J7, SHRBRRT 2 ARIFRANIL 32 Pl T s hCB Y, 544
HFRIZT8%THAH. BMETIE, 4P 2REBELTBY, 3HITAMEKITE
DA (2 FUIHTFERE DA, 161iE ADPKD T % b BHEAEIEH),
1 B3 ADPKD #ERHENTE A B35 AIE B RS L CINIE IR Rl R Rl %
L7, ShosRcid, RIS RSO PRS2, 3
PRI T 2 IO EBE L HET 5.

SY5-1

RNYA MEEICK B RERFEL
PR R AE PR R

EH EX

SRERIRBE E OMFEIE, 1950 4£487> 5 Masugi % Dixon 5 O S
FEAZ & BT R BRI e & el e U CRIB L, SRERAEI LI B gl
IREDFRER L% 2 5Tz, 1980 4RI SR ERAE R I8 8 30 A5 HRIE &
T s, JFERIFEZNRRTICE 2 RETLITONTE  DFEEIHRH
MR MG SN, 2o, ZFhE TORMEE RITZED
WP DA, A2 Ty LRI H OB IMASR IR LA & 3
ENTwz, L L/ARO FSGS 7 & T, WIHMRE X R {EE %
B LTS B L Z 2 TWiziz®, FEEBETF IV TRADILESH
REZFHEMICRE L, ENAREREEICEL FTOFREZH S
12952 &T, MDA ORT CHRERMPFELISEE 9 52 & &5
L7zwe# 2 72 1992 4E12 Kidney Int ICHB#K L 7253CicBWTC, I
B E TV TIIBEMAI A P L AIZ X AR P4 P EEIESET 508
LML E VO FEEEREEH O L7z EBIIEM AR HET
Holh, BELLAODT "RV A MNEEDPHLORKNTHLE" &
PR L7228 . EEMIIZ EORBRERREEICD ROoN 2 EEHR
PREEL ZHIZZUBIIEDICEZTANLN LD 57205, FD
%L OBWETNVIZBCTHRIBOBT MR SN, ZOHK N4
MERNELRTEREFVICEY 200 REBBRIEH S22 L
T, FEMHH R R A MEEIZERICED S W RERIKFELE T &
LT BAENDL Lol YV RIYTATRIORMNDILIK
WDV TR IR, DISRRBEIY ISR C & 72 AR 3 2 B 284G
BAIZOWTHEHT 5.
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SY5-2

RpARFGA b

i Ly i A R T A AR > v —
o IER

1 RPR YA MR RADPFD TRPR YA MIH& - 7201
S5 20 EL LRI 1994 FEOEHTH 5. 6 KLV ORMIFHIEE D
BEOREEZIIR FH ) 32 ik cibdital, Mo TRPITK
FHA PP LTCWE I 25 AL 2 GCE 4% TRTPIW
RIS A PPHAT 2HMEIIEL o720 T, ZOFHLALIE New
England Journal of Medicine % Lancet 7 & ® Big Journal # 1> T A
% — b L7278, ®&EYIZIE Nephron (28RS 7z, 3 SARERIK LR
Ramfzess, WER P A b I+ — JRPITK P A FAHBELTw
LHIENHLRERY, WXL L7z DOARBITIRITE K94 bHH
%35 L) BRI EN LD OPE V) RENRTRENRT, NE
B % B L3 EEONRRHE (—BEEAEE) IS0 T
SRBRAR R MR FE & 2 MR L TIRPR N9 A4 N OFFEZRERR L /2.
F72, FRERETR YA MFEICOWTHRICEE, TAA Y
avTELE) YR RMBELIVERERINIA P I F—2H
Mk, B L7 4 ke oLFERERE BRKSRP AR P4 M
BOWRAREZFZETEXLITHAIE L LTHREEIN, RBIGEK S
NDUENDH L. Fv, FUAETERPR N A 2 EERET S
WA, IRPEOR A1) X2 v m%a ELISA TEsd 4 k38 % L [H B
BHTHH. 5 RERFIA VOSHIRBRFSA L, JREPERFA
N F Y UVERBIEIR A FREEOMIBIZENTEBY), FoLrktk
HRABEETH > TLEFTSIWCELTVLEAMR A MEEZ ML
TWABZENHLNE L 572DT, TNOPEBRDOBROETHbN
X HDZENHFEEINS. L) DITBBROMETDH L HERAEE
BHERTRICB T 26 HAESHL 2o TEDT, FERFRD S
ns.

SY5-3

RAERRHV XS D HLORPENY A LD IgABEICE TS
NAFZT—H—& L TOFBEM

SRR B R AR

ERE VA

SHRERARILIKEOIMINCAAE T 2 ML CR I3 4 M) 13, SRERKNEA
BEEEDOMAFICEE 2 SE 2 R LTHBY, MEZZITL I & TREME
FEERD SBE L, REBEBANOERERBZ 5 vbhTwa. %
BRI B O RHEDOBWNIIE, BERIATRTH B —, EE
Fa NA F == —OWED AR, ®BhZh e L THAT 2R A0
BRENTVE., LELINSDONL F =D —DITE A EIIIRANE R
EXRINTE2H0THY, HREEEEL TR M A MREE 2 FHIi$
b HBEZOWTIEIRZHFEELTH 5.

HRERAEPSWE LR VYL b, RNV A FVOBEEAOVDEDOTH
BEREHIYFY Y (PCX) ASRHICHBIL, MRICBIT BSR4 553k
IR BEORRBE L WENH L 2 EPWH I N2 e 221, FxlI514%4
DN TgA BHEBE OB AR Z B4 o2 B CEli L
R PCX IEB L OB R FH A4 M OBBRZRAELZ. 0K
B, BHENEREN L WITE, RP PCXBESAEICRMEL RS
CEDHIH L. F REREELO D 5 BEIREREE LD 2R
HEDD, REREIA VEDARICZ L 252 LML Lz
3o TR PCX IEEERIRHAR B4 MU, BN IgA BHEREICH
FBH N —h— & LTOWEEAVRIBE 7z,

S HITIgA BHEZZT Th <, BEREERE RV — 7 A B %, PR
HEORRKBEBEDORABEENRICLHE LB 2bhTw
L. WENOE D BWIE Tldd 575, SR PCX IBERIRHPR F
FA MU, A =D — & U TCRERBE B ORREGEM 3 X U h#
ADIGIEL B BN H L EEZ TV D,



HEF &R

SY5-4

EMRRRAREAE : 1L WRBHSP—BMERED ?
HORURE R PR R S B2 Gl

Wl

JERIBRE A SR ERMAAE L, 2008 4EICHT LWk & LTI STk 10
EDPRGBL, 2T TIIEBDOEIEND 55, ZOREDOHFEIIIAEA
TWia\, FOERBTIE, LI PAM 3t 2 T G 2 iR B BHE
WML A%, BT, BREEREICRS NS BETREWITENT,
JEM L DRk 22 AR ERIRIE P IC A A L, Z oIl o 2
TREE & R o 7R ERIR e LIZ/NEIRBUME S 2 380 5. T OFFE
OBfFED 72012, RO — KA & IREBENO/NERIK - NEIRY
ZXPIL, RAILO—RERA T 2380 5% % type A, EMILO
— R A & FRIEEPRERIR - ANEIRM OB TT % #8852 % type
B, FLEEBEA/NERIR - NFIRBZ T 2 B0 58 % type C & T 5 &,
PAM #ef112C, type A XBHIEHIZ, type CIEMIMRIIHIL LT W
B, SIEYREIT, IEF T T U RMEDREE D BV IEB T R R T
BRPR1%ClE, P340 T % <, |ARD 5V IEA 7 0 — Bhifk
HEETSH. FHTIE, X784 FdbHWiE ACEL &5 TEMS 5 iE
Bl & EANE~BATS BRERAD D 5. AiFEEE LTI, SLE % &R
xR 2K T0% 78D 575, BREOREM D H 5. SHRIERARILKE
N ONERR 22 L ISR O B3k, M2 —REEICHRA L2 D
D, E5ICKA L7 RAREZEED S FFMITHN; - EREL - Lz2d o
ERZEND. ABEETIE, ThIETICHEESNLIBIEHL T,
LB OIEBIER D720 DIGE 2R Y.

SY5-5

I FALRUTRICEH U A BIRD B RER AR LAE D — B

lﬁ%m&ﬁ‘é\bWﬂT VOV —F}, ZRECR ST L N 23 55
SR AP BE A Je R o3 T RS 225300, ‘TR e be

ﬂ%(ﬁ Z)LiV)l, =ROERS P R Ew EET (k

[

[#5] BREPERBREALE (FSGS) DN~ T, 201D
WKI Py RYTHRPBDSL. I +ayFYTHROPTI by Ky 7
MABREAT FSGS # A PF A2 23 LMo Tw5 00, okl
IZOWTIHITE A EHER R, HAIZ3243A<GI by Ky T
DNA 258 % 5 18Pk Ae 472k AR R ERE 5 8 (CPEO) 12 & Bk L 72 FSGS
DIEBI %GR L 720 THE T 5. DEG] EFNIE 20 B AR T
&, KEE, L\Eiﬁl‘%%%iﬁ&b, EEAE (1.0 g/gCr) OFAEHMICA
Bel7z. BHEMORE, SEvERLCrwiig % 80 FSGS L #Z ML
7o, S HICETHMBRA CIIRIRAE LM (podocyte) KT
VEORREL L O LN ) A TREESRDbNERE L2 b
aY R T7TOEEFZRD. TERHAERICBWTL RO R
6’ E5HI23 ba ¥ FY 7 DNA T Tld 3243A<G AR 2 ZhZFh
ROz REFNIEIR B X OWBLRT R A 5 CPEO IC&BE L 72 FSGS &
MWLz [EE]II b3y FY 7HREEO FSGS OB BT
podocyte WIZZEME L2 by FY 7TOEEEZEDLIFINSIEI
b N THERRREOMRENLIEEZ 51D, Podocyte ® X b3
VR TR RERE AR Lf%él)ﬂ'&?-ﬂﬁﬂ%ifh*\’)&?&%Tﬁ {2
BhbH Ibharv F')?#ﬁliﬁ&&%‘ﬁ:%t NI BzHIar kY
T & B b A ER & 2 ) Y A1k FSGS OF FRK & LTHEE
TEUENRD 5.
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SY6-1

Alport FEfRBE DRV DEGFEN EBERRBEREE (kidney Int
1993)

VEMABHBE B, 20 10K ESEESFE8 AR 205, SRk
EZER 0T ELZ, BN F—v 3 R

WO S NE —ERE fRiE s K EE

2019 4:1%, Alport 13 60 45, BT BT ROFHREH S 50 &
4, X 512 Goodpasture FEMERE D25 100 H4EICH 72 5. Alport
SEBBEZE OB H %, UTFOEHICH > TR 5.

1, AAEMBEREE, %49 Alport 1t (1880-1959) O AAHIANEE STV
L0 ARG L BEEERERIE, FRLD 2B5ELH1 5,
T b7 o THOREEAEMEIC X o TinsCiE2 9 BshTtw
728, WEEOLARABERMICEN L 2 VHHEE 2 5.

2, M7 79 AHED Alport Biise ) LT Y N TCZOREZZ
WTHZ LI holz0? BEEOMRIEE KN T 5.

3, AE DR IRAILEIL O FEHIOE G, EEZORKES FEK
) AEFUSBERG A Lz (1969 4E). REHARTID L ) 2%
Piibhiz. Fl2, ZORIPRETIMENDE Z EP B vOhE
zZ5.

4, FEDPHAR TR Alport JEBEREDOZRER 2L L7z, &
IV RPN BIRE L L CTRNCIEY L 7B biE o B &
AL, BEDPENTZIBD 22 & TRIBOBERPBER L 2o 72 &N
7o FRIK, [BHRBOBMKRE lilJ ZHGOMET —~IC L, BE
SADOFHFEREIIMZ 2T Th L, TREOWRMMIR F TRV IERE %
D7z, %/v&ﬁiﬂa“@ml"ﬂ:ﬂk%f‘@ﬁf%%%V)i’Zé.

5, IVMaS—4 g5 ﬁ’ib:%]‘?‘%%&%ﬂﬁ&%*ﬁ?ﬁ'ﬁﬁ“ﬁ#@iﬁﬁ%ﬁﬁf
B S N 7% % Goodpasture SEMBERE L DBIFRZ GO T L b.
FTRTCHUAZLZZ-HETH 525, [HENC ut$%®¢ ZHH R
IEANFHE BRI E DR S D H 5 - ORI ERFOELRICEF ST 5K
MNO—BTH5] %7 —<IZ LG KREITFGHERNETEVTH 5.

SY6-2
BLeEAEMEERREE

DEEM

TR R R A TR AR

REBI DT L EEEBRBEERERE

B, fEAKR K, NH E

R B E LB DO IRERETIAME T 3 2B TH Y, £IRIE QOL %
FZLET S, Bkx 2E80HELS &R 3. KK & LT vasopressin
type 2 receptor (V2R) & aquaporin-2 (AQP2) /KF ¥ IV DZERNT
Mo Tnb, D, e dFRafrcEEEEERoRREAHT 2
PRIEZ SR L, WE L. COBRFOEMIE, bFhridis iRl
WP EINTVWDEZETH o7z 2 O Yt IR B E
(ADNDI @ JE R I%, AQP2 & C Kl frame-shift ZEEIZdH - 7.
Fx TR & BREIED 72012, AQP2 C K% Z @ frame-
shift 25 AQP2 ICH AR /2 ) v 7 4 VI ARER LIz 2 A, 2

@ ADNDI E 7NV~ 7 A IR & IR EE % 7225, BiKA M
X dDAVP B2 X o THOMIRBRETE % LA 3. g, %
HAQP2 2S¥PAET AQP2 & D 4 BARICA B T & TIEH e BRI~ D
kD INH L 2, BAM AQP2 ODAD 4 Bk d —HMILE ST
BIEMBEANERICRAET A L TRE L Z Ebh o7z RIF%EI,
HUZHRREA T 2 L 227200 Tld e &, RBLRDE UEHRHGET
%) ZOENBEETZECL > TREOREIMLEZTH 2L T, fﬁﬂﬂi

WEY) REFERT A =T A Y MAWHEL R DR D 2 & 2R

Tz, ZHIIBUE, A DTV —T0 7% o TV 5B é'ﬂ%ﬁfﬁfﬂ
FEMBIETRNT S A T A ORISR, BHREZIZLD & Lk &
BB R O BE 3D O EFHEREOMIEIC D 225> Tw
%. Z@® ADNDI %R0 % 38 L 72— O e 138 IE MR B~ T
TH—FOREBOMKE LTEBWUTH Y, MHIETWz7EL.
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SY6-3

2704 FEHMR 70— ¥ SRNS OEREEFRER
BVY BERER M IR b - R R

B HiEE

A7 a4 FHFREGUE CETEICEINSE AR 2R S % 7 0 — iR
(steroid resistant nephrotic syndrome : FSGS) 1%, FSGS g % 4%
B3 5. SRNSIZ/PMEZR S TICEAICBWT, BAZOERKTH Y,

05 R B B R O WEGRE T D 5. HE 513, FIIIE TR
PeEA L, B—@fmmasbih s SRNSFEMICHER LT, 156 £%%IL
BL7 77074 FHSRITCIX, AR REBETEEZIEHTE
T, WBOBEETFOESPEEDbN (NDT 2006). Z0fk, KA
V=T W ERCT, MEAEELETIENDOET XY — AfFiT %
1TV, SHERNCBILILE &K % K HAL T & % Nucleoporin NUPI107
OBE~NTOEAKRERE L7 (Am ] Hum Genet 2015). #E & o
SRNS JLFIFZEICB VT, KM 444%, IFEHED 43% 121 7 L ov ik
NUP107 %% % [d%E L7z (NDT 2017). Hio NUPI107 %5 SRNS
HBE T 9T p.Asp831Ala variant # N7 OHEATHL TR Y, il
OB E U AR EEREE 2 5N, HEEO NUPIO7ER BRI
SRNS DA% R 722, HIRT V7 O NUP107TEREH OH T, FSGS
Nz C AR AR S B & A BF T % Galloway-Mowat JiE % #
(GAMOS) %737 2 &G s h7z, ¥ 5 I1EARFEDO GAMOS —%K
RIS, FEHFEA NUPISS AT 54 AL %2H%E L7 (Ann Neurol
2018). NUP107 & NUP133 3L E CF T A HEMAKRL=y N TH
D, KEEEERSR P A PR o2 — 0 V3SR IcEECH
AT EDPRBEENT. LA L SRNS R GAMOS @ 70-80% i3 A 72 5 [K]
PAHTH Y, BELEkOEYFEROMHALME L, 4%0D
g WF S 5.

SY6-4
BOEGHERED S OBRBREREN ; BOOK - VEREZ
BLT

YEIRBER R E RN AL, 2RO S B AL

Wi OBEL B 4L il R

FaoR—<iEREE, BRERTICL2BEER L FHRE T 2L
&, BUMRARIERIC & AR o 0 R —< 2 TR E 5 AR E
BThb. LarL, WERPSBEAEEETHEMIPR L, BIIK
EYHBAIGIC L X - TIFEOBEMNIT R EH 5, AR
RFIZEOPN L VERAD LV eSS, B oR—<id,
FEPIBE OBV HT R & O AHE L <, IEWIUERRPIRE & OEpNZ iR
PRETH L. T4, HEAHOEEGEREER T, ENBEMND
WA L2 A 2RI LT, BB X CIROMEREE 17\, 34 BlCK
LCHIRMICE IR —<ERE B L. ThETOWERS, &
o R —<EREBEORHLEICIE, PAX2 BT ORENHEShTW
5. Fex OGBS, 126112 PAX2 BETOLERZMA L. PAX
77 I —@lETE, AR oREICEELIRERN T, PAX213EE
MROFEECEE R RE 2 8172, FERE~YY ZXBEIE L A L
AT, WAEBERIECT L. —F, FPROEMICIE PAX2 #Iz
FREEFRE SNV, Frid, PAX2 BIETREDSHATE o
THEBI S, R TIZ U o TKIF26B O 5 F24 8 2 M L 7.
KIF26B %, ¥43¥ 773 —ICBTAHET T, EERTFTHS
PAX2 L 3 KEL REBBEFESNDY, /v 777 Y ATI
PAX2 L FAEBIEANE & A LT SRRV E v ) EP O FRIHM %2R
T BUE, Fxld, PAX2ERZAHT M OB iPS M
L, BRACBIZRHUBETOMITEH#EDTNE, T2,
2y T by A EEMOLEEICL D, PAX2 % KIF26B #{x
T ORI 2 DTS, KEERTIE, IThH—HOWIEIIDOTH
FL7zw.
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SY7-1

BB OES (F5R

i RS &SRR 7 ) = v 7
Ji AT

W, 1973 RIS IH S B AL T3 B 57 SO B AT S I Bl & L
TEH L, MALENTHAMT O M FIiEN LT E 05 A7 o HER
Bz TR RS, HAROENHAM OMELIE, 1960 F£EFETH D

1968 4EIC N LENTIFZES HHARENITESSE) HFE L, 1972 410H
A PERRASEIS S A K L7z, 1970 4R, BTl — L%
TN T RIS HERRIIE DS R TH Y, IV THENZOF X
Z Ay — (BN @z, BEHMOENESENEEDbo2 K
B OB ITRKERPFERTHY, FLArvfay 78NS+
AT AL NBHBREEIEH SR, 208, HAREOfHRLE
BEHNRICES TS, ZORBEOWRE - HHEIT V<) ¥ % —HUE
U, RIS KTEETo T BUBREEICBWTIE, V—&FTA
b A FERE R 2 LT 7228, 1RSS5 @R 28 30 70~
60 0 TH VY, MEIT L Y4 APTT R4 {4 b ot el B R i) 52 i 2%
I SNDICE 7. BHEBO T VY 2— ¥ {LIZEBONEYL, K
IR BE DI b 7 L BT HAT DS B AU e SR L 72T - 72, 1980
EUL, BREBENMEMREESRE SN, TV AhUAE L CHEE
Wi & BRMEEN A TR E oz, 72, BERTIEIIYEa—
AL, T2 — S HRFENEIH S AT ADFEIN, Xv F
HA Faryy—) ey 27 A TOMEEREAWHEE 2 ) EH
DORFALDTEE & 22 o 72, 1990 44X Tld, on-line HDF »%iA& 51,
o THEATBIFEILBAR DI L7z, SHOMEIZ, ava—4h
RFENEHY AT LAICERENTVWEF— 7 2iEH EEBTRTO
IoTAbICk 2 EIBEMCTE L ZEDMELEZ L.

SY7-2

L7714

RBOR AL G B A TR BB M LAt
1IN

[izt®ic)

AT HEER L 1913 4E12 Abel OB FEERIC X D IR_RE SN, 1942 4E1C
Kolff 512 & o TR IO Sz, BROPLERBLTA T I
Z, BEOMRER TN ZABIRZZF TR L, HHEEORRE WS 3
ORFZEFINELEZFETFTEL. KRETIE, ShBELLEZETS
TAT ITAFOHHREFRBIIONTER 5.

[EMTIE D2 %]
BWBLIITVF VBICBEEDY, ka7 ry, kru—REFOEM
FHALL 7278, S IZwTh b RERIEB O L 72 2 ¥ HHEE
DETH -7z, BEZAMBROGEES TEAERTHY, T0%
CWEW () ENCBewiE, 44 GBI NI CFRE & 72 % I fiek
Wi 2 F5o. Fol, RN & IR FRPERE & o rp B 7o B & FE O IS
BZ SN, BEREESHRE SN TS, M LA ORI, 72
BAFE D AHD D 7 { T,

[€Y 2 — VBRDZE %]

1980 “EMRANTF Tl a A WEI & SPART DS LI TH o 7245, BUEIZFEE
B2 B L METE L 2. B Y 2 — VEkFHIRBRE M TTE 513
EHMTIE R L, TORBLIIZEOMEEN 2 KT 2 £ L2k
ERUHTH 5.

[> 25 2 D% %)

1980 SEARHIHHIC Rk RSB AEAT & BB E IS L, 2t ko
TEDFEARERED T T, RERGEN L hole. TOEEM
FI2H 008K & {FEHERR L Tw5 on-line HDF TH 5. 2EE
Wi B BEREZ oA A L2 IBIRE, BT $ 5720, MR
RRBERBEIZEISDOVTL 2OWRHETH 5.

[BHYic]

AT T4 BEEHEEOMRIIHEHRICEb-TBY, WHx D
FTEZAHIERFTELRY., SHOIMEOWREAIHAG DY
T, Bl BRTPEPHBEIND L2 WIfF L2V,



H &

SY7-3

BITAK E BN

B2 DR BE IR T2 3
M BT

1900 4Eft 9 Abel % Kolff 1< & % ZBHNHH S N2 BH L, 0.7%
AHAKRY YNV, 15% 7 Kol &3 v VK TH
D, ZTOBREBRME & ISR LM MR O BME NS v A1
o 2B AR ZEZE L T ol K TENBESEA SN
1960 4EAL TS FCK THW SN T W EE £ 2132 7V 4
VLA & LT W B CTh o 72 BEeTH 19724E 12T 4 VR AT &
Wl CD-1 %L, ZABMEN»WEEE o7z UL, Uk
AW TW BB ENTRIE S 4 7 5 4 3 — otkgen LIt O EEBRAN
SERAR ML R E ORI & v ) BIEEANE L L, 1974 48 & 0 HOE B
ENTEOWRMGE 21T > 7. REBEONH, SENMEoEENRIC X %
T RO FALE 2SI ) B OB LR iR~ BT 5 2 &
DOBREEOMBIIFE SNZT T THo72. TOMNFEELT, HKkT
131976 4F1C 1 (FRMEZBR B & 2 (HERBOADIFER) %
HRRET 5 2 BN QBHEFRAHN) 272 BT
Bei &, BT X & EPI) 0 BRAVIE M E 5 % WAL L7 E AT
HEEZ I LRE LB OMEEEIH L7z, T2, EFAKIE
1969 £ D N BN A BT 2 AT, BEFRBIMBICE L T 66
Mi%H 16.7% O ik 25K 2 F v T 7288, 1999 4E T 2959 Hiik
93.0% O Jti 7% C i B AL B B AT E STz, R T 1999 4E Dk
PRI Y F MR VIBESER SN, =V FMFY U710V
& —H% 2006 4EDFEFTFAATIE 3530 HiFk 785% Dtk T, 2016 4K
Tl 4204 i 97.4% O MR FHE STz, 2O X H IS, BITK
PEBLY 2 7 2 OIRBERY 22 VERE LA IZBI DR & v 7055 K& W
LEZHNS.

SY7-4

FHMBEERIAHE & FUREZ

TERG /S — AR APRIERL AR IR T2
IR R

[1Z L) Ao I3 8y & oFefile R TR DR 7 &7 © B3
5. CORSIERBEEREOBN TIERISTH S, L1 L, it
PEBRIGH O HINZ EK T 2 13 & B (FEH e &) ot
VIHTH Y, BRI HAERIITAIME BRI T O LTS R % Bios 7
FiuEe 5w, [BURIMBIMEBRABOPUERESE L L TEIHwS R
L0 [IEGWANY V| THDH. FSWANY VA S BB b
&, 1) MEERPEEMERAORBL, 2) 50 L3 EAMM, 3) bk
LLCo7uy IO, REThHb —F, TrFrur ey
PRETHY), HHHOBREEHILE, Z2EOMEDKRSL. Lizd-o
T, g R i % A S A REF I AR S B, Zofb,
RAMEBRIEHE T S N2 PUEERHEITIE NM BRI, i b o v v v3
JIVEEF UL, RENRDSH. [EIR] HIMEE A BAER TIEA
) OMERNERTH Y, PrBEEEH R 3 X OCHRE R o 56
W INM Bl Ze ESRINE S, 72770, NM BREE#5-0: 12 MAP #ifi
AT & WHVIEBR IR B N O BERE & FRER T B 72 DI RS L ETH S, K
HHEBRIARR IS BT 2 Pist R O EPULBE T 22 T E B L2,
B/ SRR PR 3 2 I L TV B ERIR, HAMERGERDICZ |
DA FrirdsmE) 2HOsHALETHS. T, BWE
FHICOWTHBIRKFO—2oTH 5. [T & D] LD EIZEFE R
RILRET 5 Z L) A7 FHEETE v, AIMESRIGHZ R —
M AHERA S v 7L LT, MEEMBERE I/ MEOM X, ARIMESR
T S N5 PustEIEB X O Z 0@k 2 538 L 72w, HIRT
1, WAMEBRERION T 2 B 2 DB F B IITAE L Vv, S, K
AMEBRIGEFE T, WIRGR XTI FEHE2E L7200, VR R
DL BVEFEEEE T 2 HAOBE NS,
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SY7-5
BRT7IOANRN—VREB-I7OTATI VBEHT L
PR - BN E

A s P S, RH —fF

#7304 F—3 A (dialysis-related amyloidosis : DRA) 13 E
ENBHICEEEICREL, $¥ L aHEERPEHREEZREL
QOL/ADL R TFHRIHET 5. DRA ~NOOIE FAREIEGERE
(1975 4F), BAfE (1980 4E), WEEEVETHERIEIAE (1984 4E) &5\ i
BRI BNEE CRET AL — AV ) — A THE s L
HEE S, RFE7I0f FokgTchh (19804E), ZoRKEN
BAP-3IruaruaTs) > (fyrm) ThbI LD 1985 HEITAIEA S
LR =T, M frm OFEEIZLETH 5 D TARE R T
EOBEIZW S 2 T% L, DRA ORIE - HERIZIE form LSS DA ARG
TLOMEERAPEESNTE R REDIE, RBEENfmT IO
A FHRAHEASERE pH T— R BUSHEEFE T Ve > THE L, W% pH
TOMERIBICZIE M) vt uLy 2 —u, FFYLEREF YA
RYVY VIBEERET LI ENDS, form OV EEL ST L
BRI T I 04 FRMEMEBICLETHL 2L, SLICBERINT
IO FRMEICT RV REHEE, 7ust2r7uAhy, 7)a3)
TIH U BREDVKERTH I E THBNOEEMEETLZE, 2D
W7Eic b > TE& 72, DRA OHEEIIHI D728 Bom W 7 T L DIAF
THIFEEN19964E D 5 R IEA SN T WS, AFHFF VIV D E
ENfze o — 2 ¥ — ZFBUKBUG I & D ILH fo-m 2 ZhSR s
g a2 L CHERSH/AL, MEEBOLEIRENTNS. Bk
M TI1E 2013 4E4 5, KETIZ 2015 4E 12 FDA DK% 15T DRA (23}
T5 BormWEN T LEBEPETE > TS, TAETIE, fom WHEH
S L0, ENEEOMEREIN L, BT OESILE HDF 2 &2 X D
DRA OFJEIFE L LR LTV B A, BB HE oMk e
L CRVENBEOTIHEZ ZE 3L, DRA I &K &)
CREPEDO—DOTH A,

SY8-1
BBENF—DEFE
it D RVAT

AE 5t

KB ALEREICE 5T, BRHEIZHE—OWRANEBEETHY, B,
BERBBEEORIEO—D2TH S, HERBEBRICBVWT, FFr—0%
SUIREREFETH ), BRERIIEY ZEFRITH TH L7200
WRTHDH. LAY, BHPBHERICED D 15D 72 2000 4E5R1FICB
Wi, FFr—HEOERMBEOR - AR TRz EOReEWe,
BLEDEFHY A7 ICHET 22 0E - iz ELZZz L, F
F—OEENERIET L IR LIS TG THo7. £2C, F
F—DZEWOHED SMHAT 5 2R FOMEREZR S 2T 5
728, BRI T EKBEAVENC B\ TR I 3D W 22 R R
AT o7z WS, HARNIBIT 54K N — 0Bt EkEo
RBERLZOBROEREMBOFEREZFE L2, 2001 £ 58 4 EMT
BRL U 72 237 &4 & iRAY, 90% DL 2SR At #4112 CKD stage 3 (eGFR
Hryefil 47.7 ml/min/1.73 m2) HMICHERR L7248, Z DB OEHIED
- B 2o 72, (Kido R et al. Clin Exp Nephrol 2010) #%&
12, FFr—IlBTHEAREZ -0 TERNZHMT 572012, 8FHOK
WEARE~NER L FF—%2FE, €O ERETER & HRRR
PHETL. BIRIEE» S EMICH A0 R LB E R LT
WS, BHEMLE O A BHE, S5 CKD #ERERKT-L LTmohs
RER, BIE, IR EIGE DS - SEZ L LT, 28
ICE BB T 25BA LT w72, (Kido R et al. Am J Transplant 2009)
F - BEMSTRY LR ASEHR AL R B — DB BREEIC - 2 B B 2 HET L,
BRI DO LA IMER % 18 O FERLIMIR 25, EFeAE o AT B AR
B (FRhtR &M £ 7213 GFR #ATHHIET) BBl oMET 2 L%
B S22 L7, (Kido R et al. Am ] Transplant 2010) A{#HE T,
EREEONERHIROFEME & B2, BRICHE 272 (LEbnb)
WL, WSULOBICZ I 2R EP S ORI BE L LTIRR L
v,
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SY8-2

PERRMRE IS T 2 Ei5E

R FIREA R R BB R i £~ 7 — NRE, 2RI R 2 1 27 3 B
5 27

AR R RW —RER BE Emw!

AR, FBLGEIIRIR OB R G OFEE M OMMIC L Y, BRI
FFELLMLELTWS, LaL, bDYEEORRFEEEIIH L Tfrbh
7oEAERH L, 2018 4F 1 4ERIT 297 ) (17%) MiAT SN TV L ICE|BE LR
VBRI IS T A ERBMOMENE LT, LYELY Pog
HOBRBALRL G PHEDEHE TH S 2 &, RYYE, SREIHIHFIC X
AIpET Y b a— VOB, S 5IIIBHEE OMEIREEEE OB R
ERHHNTW5.
BHEFSEREICE L Cid, R WBICBAIE SEUNICALN S Z &8
WEINTWS, T, BESTHRETLEHRETIZMTHArI 0. b
bk, BhET B X ORI 3~16 EICBAE A2 1T - 72 B8R
B MBI E R E L, BB RoZ b2 et Lz BIgHRTh o
HbAlciZ, X4 ¥ ¥y 4B ARIRABILEBEO T & v 5 72545k
HIRE OB L EBERIEOMBED D - 7248, MEL L CRE/ T
A — % LR RACIZBIE %2 R0 A Ao 72, (Nyumura I et al. Trans-
plantation 2012)

FNTIE, BIEFESERERERD, BEHREREICETHNA50TH
%9 . Najarian 513, BEBHE 1T 72 265 Bl 1 BBERHEHX D S
5, 2PN BRBERFETEEREDO IS & ) TR ORIt L 2Lk
ME LTS, bILbhdat L7z 34 BloMRZL D, Wit d BHE
OWPIHETH Y, HEIERERBNMRE L EOETHRETRO &
"otz

FERBEE BAMEEICB VT, BHiGOEIMAEC X ) BIESHREL 9
550D, FIIZE ) BREREICETEL r — R IHMOTHEE 2
S5N5. RV UEVILTIE, BADOF—72E&LENEOMRE D
LI, EHHE OREIRIEERE O 56 & HOT, R IR I B B TR
TOERMOBRLZL L2\,

SY8-3

Transplant glomerulopathy (22U T
A A0 B R 2R B - RS R
HAK —

Transplant Glomerulopathy (TG) & 40 4E17 & ) BHIE D 5T
WRBENERETH 5. TG LB MM UL OREF ISR e & 5
ALNTETBY, BHMETPEHEARKNTFTHS. TGIIGHEHMIZRER
RILEED “FALZ MM E L, LIZL A Yy A gz ito
TWwhb. 1993 4E12583 E L7z Banff score 123 WT TG & cg score T
H b E N7z Banff cg score 134 W3 (mild), % E (moder-
ate), B (severe) TRENTELN, T, ERWHATRDE
B RBRAROEEROM U DB _ELZ 72 L T B %I cgl-cg3 I
score b &M, T2 Banff 2013 Tix, B TOARIERAKILEKLD —H
1tz @B 5 cglad, WG THERETE 2R AED 1-25% 0 ~ELD
cglb &Iz & N7z, Banff 2HIZ BT 5 TG O IZOWTIE,
1993 4E @ Banff 93 44 Tl&, Chronic allograft nephropathy (CAN)
TTGHH 5 LEHEHIEEED) LV IHIBVITE > T, Thid
Banff 97 7127 % & CAN with chronic rejection (b) & 70, W&
DML L IRAESMOREICL Y grade T (b) ~III (b) 4
N7z, Banff 0553 Tld CAN 2MEL 72 5T, TGP FF—5F58H
fh (DSA) HAEFEL, BIRMEEMIME (PTC) ~o C4d OikaE Pk
9 W5 D B PEE B PEHTA B B A SUS  (chronic active antibody-
mediated rejection : cAMR) &4 #H &7z, Banff 2013 8 i, TG
3R L LT cAMRICHF I N2H, SRERIKRSE & 65 RS Tl s 2%
29D LI PTCAD C4d ik L, DSA OFLENSLEE -
72, B LT A, Banff 2017 573 Tl cAMR & TG O RES:
Banff 2013 I 4T AHAI2IE DSA OB 2 ZBI & 4D,
DSA OFAED LTI R L oz, Uk TGIZOW T OREEE % k<72
2%, IEKAT2000 4E, 2012 4, 2014 FE I XHEE L TGIEMD F &
W&, 2011 4EIZERSCIEFE L 72 Banff score cgla DIERIH R LT TG
WZDOWTHET .
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SY8-4

BEFIREEE  (Medullary ray injury) DEH

VR TR E R RSB, - m L AR, 20 s B AR 2 T
AR BORL MR B o P

WVRRAME LI AR 2 O ZERIC X 1 AT L 72 RAAS B BR E O RRIETH
%, —HEICHVERHMEIL L v o TD ZORBHBR I 4~ ORREBIZL Y
Beae THDH. LoLad»SZ0MHK% REMEAENICEN T2 2 &
fHETIX RV, BHIEREZ W O gold standard T % Banff 27312
BWTH FEKRA O ML #AEIL % Interstitial fibrosis and tubular
atrophy (IF/TA) & LCT—fHLTESHZTWA. BHREITB R EXR
B &R &b, TS ORVEHRZE O I RERGERE 2 Hul &
LR ETHAERAPHAINS. 2 ORGSR L 72841k
R0 P 5 % BB RE 2 (Medullary ray injury) & 3% L 72. Medullary
ray injury i3V < D2 OREICHLE L TR S A MRk ETH 5 72
O, BHCEFEIR O MR 22 2L % BN REM 5 & T 4 DER
2B B RO R OBRICO B W RS H B L Z 2 bR
5. BIZITBRECIEAI N Y = 2— ) VRRERFELE, R <
PR RYE I X 0 f 4 04 % 75 Medullary ray injury # 95 2
L Z s L7z (Pathol Int. 2010 ; 60 : 744-9). 4 [ENIREHIEIZER S §
PRANE B B o — i B B 1% C©H 5 Medullary ray injury O##%
MYE & B A IR T 5.

SY8-5

BHEEO T HilaitRic % o < 3EF 0@
ML R v & — ey RO e

B

JTAE O T AR V- RIS 15 3R 0 B X 138 P T MR P 36 46 KOS
(TCMR) #ZWiHHEOLETIIE o /oM, #i4 RMAPREINS L9
o> TETWA, ABERTEIBMERMEMEORIEL ® 5ITE
DIy 7 AERNT L. RAME RO L, Banff97 TIXEE
EHRAE TOFMIZFHFA I N TWA, B TCMR T4
RN F THRlON SR & 5T B (AJT 18 : 293, 2018). -
T, #fekTHhid TFTA with inflammation’ ®—F2%E % TCMR
s hbEEz oAb, 1B TCMR XERON G 0h, £
ICAT a4 FEDOERHT ENIZITERIEOLE D TLIAD B D2HH 5
MU, X ) REBAICEE TCMR 232H§ 2 5RI3MR % &%
5. RMEREZED L WRE S (isolated tubulitis : ISO-T) (34
RITRTHY, %4<13t1i0 TH 5. Banffd7 & Banff2003 Ti t1i0 1%
HEHE SO Tl 22 A%, Banff2005 DV O 53830 LB AR
MLT 5. ISO-T1E, £ < THMMGZIHEL 2w LGS h
THH (NDT 27 : 1252, 2012), 292 Bl ISO-T Z#if L7-HiETdD
FIRRICIEHESOG & DBERZ LWz e 2 s, BARREOME %% i
Z1IZTREELTWS (AJT 19:132,2019). Banff 748 T3 A5G
EOIMENE D - 725 ISO-T ORALENFRIIHASH»TE LW
P, TNOOMBIIEHOBEREREZHIEEOH ) HIi—HzHL
Db L. REF Ly 7 RS U FHEE (ICIs) 128k B
WISV EER R R BB RS SN B, SRR SIS O FE D #)
HENTETWS (Ann Oncol 27 : 1135, 2016 : AJT 16 : 1332, 2016 ;

AJT 16 : 2496, 2016). HIFEFEMIZIZAYE TCMR TH 0, BRI S
(Banff grade II) k9 d Db dHsb. —F, WREKEETRTICE S
METCIE, ICIs I & 2 EREEILEFOMEER R LAHMT 5L
OEDILK S F FEEF S (USCAP2019) THRESN, ZONREMR
HICSHOBERMIAGEINS.



H &

SY9-1

1 PD-1 - i CTLA4 (25 S MEEME %

Brigham and Women’s Hospital/Harvard Medical School
L M

TRl REF v 7R 4 ¥ MUHEROBEEA LA LW, ZhIcE) B
R BWAEINTE TS, HiPD-1 - i CTLA-4 Fuikbt A 1
I BVERVE MR R ORER 2 WS L, F ORI oOWTHEmT 5. [ER
W] SEBN 75 A, R EE R A (AJCC Stage Ic ;
T4b, NO, MO. BRAF V600/NRAS-wild type) &ZWrEh, RiTtUE
i ot. F0O6 7 BRI VREER - FEBOZW CHR
(AJCC Stage IV, Mlc) L, =Fnr<=7 (JiPD-1, 1 mg/kg), A1 €
) A< 7 (PiCTLA4, 3mg/kg) OPFMIFRE% BMG L7z, GIRBR LT
DOFEREIZIER (Cr 091 mg/dL) 7257278, 2 94 7 VEICEAWEA
4Lt (Cr 396 mg/dL), AR L 272, ABRRET VT I VIR
42 mg/gCr, JRILHE IR P - IR % o7z, BER Tl
MR RER (4124 cm/A8 130 cm) %3072, BAERTIEH
BNV F AVESEMIRE (T MIBER) %3807, SRR
RKOBWE LY, A7 K20V A ZHifT, BRI X0 EM80 % 32
BEeE o7z, 205 HiE, HEBREOELLED, FEMRTIE
PR T VI B R AR % A 9 B2 95 & AR 7 7 O AR, A
FuA F/OVAICAZ, MMF O#5 % 5ia L7z BiEREIsm L 7
B3, 2 BB 2 05 TR &R X A WIMAEIC & 0 4 5IRiE
WEALL, Wity a v 71X DT Lz [FE] EF o v 7 RS
v MRHERIC X 2 A BB ROER. RERFEE L TRES AT
LAOBFRTEHALAE Z SN D, EBIC, BEEROARMIM) >~ Bk
AR ENE 2 £ — T MileoRHENMENTB Y, MBS 1
M4 YOEADEML TV EF 2y 7 R 4 ¥ FHEEOBEIG
DR ENLH, ENIHED) BEELRRT S I EHPEETH 5.

SY9-2

Nivolumab (& 2 EX IS RAEBEHBEXO—F

HE B K 2 B 2 R i - IBJRUR N RE, 2 S R K S L
R Al fTH L P EREL MW OB A%

SEBINZ 67 i B, BIRRE 120k LT, Nivolumab 2% 5- X h, 3 %5
T Hh O BB EABEIEAL L 72720, RGPS 2 » A
BAEMEERL. 207 7—Y (M¢) ERHRME (DC) DR
LIz, CD4", CD8' T et L\ igil & 1gG % pErE 3 A I EHM
OB MEAPTR SN, BEGEPRKELSERINZIEN I PR
7z, BHEIE, FOMBTICEMTH S Mo & DC #BEICHR, 2
oo, EHEEEZRESZOOE Y FAVDOEEERELLTY
5. SSHICEIEOBEMIRME EE (TEC) I, F2MRkE GBI T8
G (MHC) #%8HiL, class 1% CD8* T flla%, class I 1% CD4*T
AN ORI L T s, B, SOk 2mEsnERtd
5, EEMEERESTWS. P PD-1 HUEORIER & L ChRMI5E R M
s (TIN) # 2 L72ERD% 1%, NSAIDs 721X PPI R L T
BY, TNHOEANCL > TURMEMEREZ RS2, Eto
FIEEHFICL > THZ SN TWZRE T T, JiPD-1HUEDHEG-H,
[h#i7e TIN B -2 E 2 6N 5. FEEIZ DLST Bt @ Loxopro-
fen |2 & 2 #HIME TIN %5858 L 7B 0K % TI12, PD-1 135k < 58
HLTHY, PD-1/PD-L1 ¥ 7 F VDS RIEERICKRE REEEZRLT
W5 Z AR E N, FERC, M ORI REE IR 5
P T HE (Treg) ORI B IHE TH - 72, AIERITORFRA 27 7L
1%, 1gG % RS 2 IEMNLOR AT D S22 & TH 5. NSAIDs
% 7213 PPI O HRH ® 72 > Nivolumab 12 & % TIN fERFI O RS T,
O LX) BRI LT, BMORIEIBIC BT 2 AR
PIEN Y R E O RE T H B L B L 7.
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SY9-3

VEGF HERICL 3 BEE
LW R M

HHt L~

Hm] #EATHCx$ 5 VEGE BUESEMH 0 Kk, VEGE B
SRR IS M OB S 2 T b, Weill Cornell Medicine
(NY, USA) OBFAMIEGIA S VEGE BH 53 B8 3B 55 oD [l s PSR
ZMEt L7 (Usui J. Hum Pathol 2014). [J5i:] BRI L 723095
BE 5 PlokET [#HR] VEGF MES : bevacizumab (anti-VEGF-
A) 4 I, sorafenib (tyrosine kinase inhibitor affecting VEGFR2) 1
Bl EFTERELET 2 MMOEHREOMAED 5 VTP G E D
0. EEERFTR £ ToOBEH AKIL(SCr 1.6-6 mg/dl), SILEZ 2L,
3BITHEAREME. A BITIERED Y. BHARITR 2 Flo Ay 2
S TMA 2 Zoeflclis OREONEEELBIZ T, B
DR EE - MAEALARIE L TW5b. 46T focal ATN ZiER.
KA - 2B C VEGF ESEIEL, 4 BIoBHREIESE L2251 6l
WTEIEICH 5. [#%2] VEGE SRR, WEEEISER
T BRERIE - M - FEICESE ALt 72, VEGE lEHEZ
DCPEHER 2 O HRENEREZ B OFRETH LI LATRIEEINS.

SY94

1 VEGFR2 HEIIC L 2 BEE

VRUBR A2, 20 B U5 37 S 9

122 I =R N [ =72 M /A9 == S ) R C | SR R

76 e, 1AERTICHEATHE I E Stage IV OB HIICD & MIAE THUEH]
R SNz FIHEHE & LT mFOLFOX6 (modified fluorouracil,
leucovorin, oxaliplatin) & bevacizumab (¥T VEGF-A ifk) of:H
WEEITV, FRITREAEHZC 1ER T2 23— 22K 272500
MATHIGHE & LTl PD (progressive disease) Tdh -7z, T DFRICI
IRATARE IR I N Lo/, T2, ZRkiEHE L TFOLFILL
(fluorouracil, leucovorin, irinotecan) & ramucirumab (it VEGFR2
Pifk) OHEBEZBB SN, CREBEN2 I—Akb o2 A0
SIRATAOMEZ &7: L& REAIFHIC R > TE 2 LA
WMHNTHRARBAZZ & oz MR TN A
(57,000/uL), IEBRPEENML (Hb 11.3 g/dL), BEIMEHEZ L7 F =
(Cr) fli.b5 (065 mg/dL), LDH k5 (368 IU/L) %#iBHTHY,
JRAECIR&EH 5.1 g/gCr, RIRABRIMERZZD T &5/
M E AT L7z, BARTIIREEN 7 4 7)) vk, 240 F7 A
B, SRERRILKIE D — b % 307z, T E TREE D S A
XY LAFEBIIMTTIgM, 74 7Y =4, Clq DFFVILERTR
ROz, D Loy 5B IREE TMA (thrombotic microangiopa-
thy) &ML, f#% % L T ramucirumab (2 X 2 ##EE LT
e Uil z A28t E L7z 2 HBOBS CTIVMGRD, HEER
HRI3 % % B 7. Bevacizumab 12 & 5 TMA % B A CEHli L 72
BRI TR S B A%, ramucirumab 12 & 5 TMA 12%F U A0 2 FadT
L7 RSBl EI v, BEIROBUEANICHE 5 A1 TMA Ok %
SE, BAERIIA R E 2729 2 CETOEEZMAERHE L 3
5.
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SY9-5

R ICX T 5 Gemcintabine IR 5 ICRIEL 2, x 70—t &
35 TMA D&%

[ 37 [ B B 7 2~ 7 — Bl R

K Ki§, H/T XE

Thrombotic microangiopathy (TMA) (& 1) /% SV E il E 2
i (MAHA), 2) {HEEMEIM/MGRA, 3) M/MRIC & 2 MU i F 2
EIREABZNIBMETHHRETH S, KL 3T % 09 B
LT, Gemcitabine Z#% 5% 2% 7 0 —¥REBEH B X 2B RE
(AKD) ZHE% L7z, 2 %Mk TMA OERZ R L7z, Filzx LTl
M TR, R AR EM % fifT L7, ZOkH, PAM/Masson
gt ¢, RO EAL & BEFERMERATHAE L7z, TMA ICEH L7
At %457, ADAMTSI13 ii4id 63%, ADAMTSI13 inhibitor (k&M
Thotz. GEMIZxT %) v 38kl #dEk (DLST) ORIz =T
Hotz. AEFNT AKT b &P L TW/22%, GEM ok s X UHibh#
FZ L > TsCre DIEHILL, WICEHRDTERL 7. GEM 2 JHK &
3% TMA &, 025-04%FREE L IFHICHMLAIIEL SNTVWD A, B
WA 7 80— BREFER 2 A0 L7ERIIBD T L. TR0 X
IS, AKI %49 TMA 3EIENE & 0135, AEFZEL T, GEM
BHHICBI L BHEOE=5Y) YV ORENLZHRM L.

BHE 1

Lipoprotein glomerulopathy—Am J Kidney Dis. 1989 {8 h> 5
$HET—

HE=ZNRE= )=y »

HiE G

1986 AEHAL KZTEARBWICE b o> TW 2D D & 12, 1B K
Beds B 0 THE— D S, RERRMABESRE I L, BHET
VIS e AS R CTHEM S T B FABEARD G SNz, BILKY
B ORIIBABIRIC TR L 722 25, #IZo b &2 HEMOAER]
PESY T YFEKR, HEERR, HR2LFELNTEY, BEoR
R, NIARSRRIAE %2 29 %8 LVWikE & LT lipoprotein glomeru-
lopathy (LPG) &@#®9) 2, # 31 W HB#HRS (K, 19884E) T
MEZREETHICE 72 5121989 4 Am ] Kidney Dis (FiES)
B L " Nephron (&K, ¥EBA=ES) TOREMHYE, ASN TO
IEFER (F#ES) 28T, Churg #3% 512 X 2 B O R
# Renal Disease (45 2/ 1I2digsh, MAMICHONEZ LIk
2. HHETI50 BILL EASEINOE»HE, 7AYH, T—a s,
BRETHE SN TS, —J, kE#HE @WRIK) 512k b LPG
TO7T R E BIZTIHANT AT, apoE Sendai (Argl45Pro) (JASN
1997) R S N7ens, ZoBMREM TH 7z~ 7 2 il apoE 5%
AS15FEIF R &7z, %72 apoE-Sendai #liAA N7 ¥ —? apoE K
HY 7 ZAANDOEADN S, EERIZ apoE ZEROIFEN & L TOREDFE
Hahiz, LaL, REZICBT2BIEOEE ZRTIZEFEIME N2
O, BEERINOBERDHFT SN, v 7 a7 7 — ViR o Db
DAVREE Nz, Fofl, LPG o IIT 82505 AE (18 v B o g &
BELHMLTBY, TORFLESZEICL2HDLD L. &K
LPG Zigmi & LT, HrL w7 R E RERIREEEI S RE IR TED,
LPG DR RIZERE L REREREOHRICOVTS T 2 HiFE
L7206l DX % LPG IS 2HZEDFAUIEG A & Bk
ZHFEN] DSFERDTF—RIISEELLVBDERDLDNLIDT, &
DHBEHRBCTEOHERRDL L ET S,
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PR R 2
C B REEBTEDPRRICOVT
BART K 22 R 22 5B MY g s e B I RE
BH ERT

CHIPF R & BIRE DBEEIZ DWW TIE, 1993 4£12 Johnson, i 512
X o T CHIIF LB ITHE D BEPER A MR BRI T 2 h3iiE S N7z D h% i
MWTHY, TORMAKOMEIHIKE, BT C RIFHBEETEIE &
FENTwAb, 1989 4RI CRIFF 2% 4 W A (HCV) kT 5 HifkD
WENTEZ L) ITRDE, MBENLIZEENEDLNSIFEOF
T, BEIFRUADEZ DB CRITFRTH L ENWHL LR -T2 b
BIRFOIWA 1L, RS R BRI KDL IR EEZ AL T
WA ZEIZDHIASEMN VT W2, 22T, 2RTHASHREFEL TV
BEMFZHCCHCVIAZRELZZE 25, £ DEBETHCV B
WTHbI AP L2, ZoF-2mRAICELT, Hans FRE
#3%? Richard Johnson 5 & & HICE SIS Z D72, ZOHEHE,

HCV FufkBatk 2D Bk B R BRI 2 L B W S - B H 8 &R
PREARETH Y, 74ICEREREL RO BEHTIZ44%3
B VF a7 UEROBMEREEZ RO £, 8HKERIC
HCV-RNA 7 & NP RERE S, ARG, VY ~FRTF %280,

5% VATuT ) VIPERFRD. S5, 4A%DOBHITBVTA
V=720 v-allLBPT AN AEEEITV, 2HIZ HCV-RNA
DAL, TFREREREE O U E L REO O, 34 ICEREOUE L
R BIREWZ L, 70X 7 a 7)) YHIZIEPT HCV Sk E
INLZELWONE RS IS —HOMEIX, NEJM % JASN
i E N, 4 HO CRRFREEBENIFEOLIRT & o7z, iR

HCV iG# MR IS L72A%, HCV-RNA M b L2%d 2
F a7 YIEDSEBLES AR D H Y, C BT 2B EIE O FIER
R BB AL, RS EIZV AR, REEETIE, B
HNFHE A > TH K RE HCV BIEBREDOZ W &L HHF IO VT, FR
DOREFELR E i) REL DO T 5.

R 3

45514 % h.0 4 Castleman 7§ & TAFRO IEfREFDEREE
ROMIFEREE X~ 7 —WE
KEF #i2E, R¥ M 3w, mW W, R EX
Castleman 5, TAFRO EMEREEMEY v osBEtER BRI A
A VIEEEFE LEEO RS2 AR OER & 72 5. 1956
4E1C Castleman 512 & o TH#i E N7z Castleman i IENEMR Y > 286
¥, HIV, HHV-8, EMiEYE, BOREERRBOBESIZL) 5HES
n, ZHECEERAHO b o % 5504 du0 Pk Castleman % - (itio-
pathic multicentric Castleman Disease ; iMCD) & LC/HHi&hTw
5. AR IMCD o #ifil & LT TAFRO FEMEEAT 2010 412 Takai 512
Lo TSN MV/MGRA, AU RIE, ZEE, BRNHEE, BREHE
KEHR & UBARREREE 2 LIZLIEHED . MIEARIRD S OREBIHE
R F o T722s, EH 2 5 ol b 3 2 2016 4E121% Masaki b,
Iwaki 512 & O IR\ CTHB LSRG S, IMCD EAER O R BIA
& L CTIMCD-TAFRO ZREERICHZMINTWAS. iIMCD @ 20-
50% CTEERER E % LV, BAERTREEOREREBEOF Kz TR L
L7z AA 7 304 F—3 2O BRI SRBRINE 25, R TR
g%, ENBIHEMEE 2%, 1gA BHE, B LEIRE SO TELETH
5. BEFPBRD L2V %R TREEARAEL 256705, £
TIOA F—YADOEHDOO, MEENEAGRLEBIGD, i
IL-6 PuRBA 2 I X APRIEZ HIW & LB ROMBEDL AN TH
4. —7J, TAFRO EMERIC & 28RS, BAMRz AT L7z BEs
TIHEEARILE L RETHEREYOZ L WE N L b3
WY 5. HEIEIMCD ICHE L7227 a4 F, JUIL-6 Puik, HT CD20 €
Jra—FVHARBAZRLE LZERICEVREDTLIHALD 5
W5, —EBCIREERPIME 2R LIEENT 2 L E 2 4. VMG OB
WX B IMAEIHED S, HEBEIED L\, ML DD THi
BIHBT, YR TORBGIER % 0PI, B, HEICOWTELY
5.
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HOH ki 4

IgG4 BHEBRA DR 1 I
S R PIR

-

BAE TR D 1 > Th % [1gG4 BB EE | & W S 12 bl
ERNCREBR L 720X 1996 TH ), BIFOFRDOE AL K — M2k
[PRAGE RV EMER R, Vv— T AFREE] il hTnre, 72721,
BT SLE OB Wi 2 §7- LTB 53, BUREIZE L CIdgEm
5% - 72, 2001 4£12 Kambham & @ “Idiopathic hypocomplementemic
interstitial nephritis with extensive tubulointersititial deposits. Am J
Kidney Dis” Z HIZL, R4 31 Bl H ABA XM IBAM AT
[PUEHUR M 3 & OCHT AR % £ 9 555 IR A R %o 1
Bl L LTHRETHILE L BEEWMICHEOKI VT ZiHAR
BLzEZA, 1992 FEBEHEIC & 2 PHEMBESEWICTTME o 72
WS, EMOMBREBEREE LB SN TVE Z LB L. ABEEAR
OFRBENFMFT 2B L2 25, VU Vo8Ek - IREMIREE, U
YONEIROTER E L) BIEORMLEZ R E T2HETH Y, 1995 4F
\Z Yoshida H252ME L7 [HOREMKER] EEMLWETHS S
EASHE L 72, 72, 2001 4E Hamano & @ “High serum IgG4 con-
centrations in patients with sclerosing pancreatitis. N Engl ] Med”
ZHICL, RAFEMEEFIH L CTIgG4 2HlE L7z & 25 550 mg/dL &
FECTH B EAHA L7z, BHRESE 2 WRHISEAE X ) $T 1gG4 $it
HRETHE, TORBHREEOTERTREL:. TOBREAHZ5H
L&D LMD 7zns, RO 25X 1 PIOAOIETH B S
L, SLE I X BRI MENS XL 0BNPRETH S Z LEOHE
THRIIBOONT, HEH» S 3EENT “Takeda S et al. [gG4-
associated idiopathic tubulointerstitial nephritis complicating autoim-
mune pancreatitis. Nephrol Dial Transplant 2004 ; 19 : 474-476" & L
TE)RLBR/EN. REIOBWIITHERIER L 722001 I Bk L
722 RO LEWRBIC L2 EBKREL b o TWAEA, BWiH
BIEBI Z EHRRDOF 72 e BOR O L5 RE0H 5 2 L %
wHTEH I TSN

R D
MRSA B#
AR

AN IS

FHERREROL L REFNRE CRET 5 2 LM Tnwb. lH
OPUEIIPUETE RN ICHL Y sAF h, MHC class I 4 /HUR peptide
BERE THRZEHROMMERE T2 AL CTRET L4, A—
PN —PUE I PUE IR RANE _E > MHC class II 2 O /MU EB IS B HEAS &
L, A=——§iE L OFED T MIZFR V Belement O AR
ETA 2 LTI SN G205, EREROA—S—Fui (M%)
1% 20~50 ffi2H > TCRV Bsubsets 2 SNTED, 1 DDA —r3—4i
Fud4 THIED 2~20% KT & 5. Fa 1, MRSA BEYE 2 A
I, ARUCHETTT 2 B RERREBRE R 2RE L. CoOBRO
FEAEICIE, MRSA OMEAET 2 HMERPKEIC T MO % k72
L, cytokine O#MBIFEA, FHHRE IgG, IgA IMEZ 80, BRERA
NIEBEAERILE T B EEZ SN, ABROBIERTE “MRSA 28
PEET B A= 8—=HiEO T MBEMALIC X 2 RBEE S KO BIE~D
WEICL S TRIETLHER THAHAZLEHLNIL ZoHED
[, TDSEZIGD, HAEICBWTH AL REHDH D, MRSA B
BROFEEMEE UTES L2 BIRMIZIE MRSA K%, £ <1
10 AP, BEAR - MREECTIET 525, SHETHEETX +7
U —BIEREE 2T 2IEMD L. 5 1gG, IgA MIEIEXD 5 A%, MLl
M IEE 2V LEMETH Y, HOYVURIZBRMETH 5. M cytokine
FIEBRIICH L TEMETH 5. MEHF AT coagulase TH,
PN L SEC, SEA, TSST-1 AR TH 72, FHEkZH T
FBHAREED A2y A OV N 4T, 1gG, IgA, C3
PSR NI OSRERRIEIEIC IR S SR b b, SERT
DIFNT D 7201213 FACS 12 X 5 TCRV fsubset DiEHALIRIEIZ DO W T
DIERPULETH 5. % OHE Tid TCR-CD4/CD8 subset D f#EMT
WOV TORBA V. RS TIRAFEE R K2 ME RKIEFNI DWW
T, TCRV Bsubset DiGMALIREEICOWTIHN 217072, 48, &5
WCA=N—PROMG T 2HEPHL I ENL Z L2 EN 5.
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R W 6

IAEEH B OEBIE L
URFSKFER L > 5 — KA RPIR, 2R
WEOREL K BF B i

B il R B IS IR L D E S PHET A 2 &1, d 2 H
DOREBIH G RWTe S, H5WIZERFERE LT, BHMANFHEOHE
BilkoOHICHZ 2 F N TWwAb. 1974 4RI Lindner (& ENJM a8 I
BN & HEAT R O R B B IR BB EIES <, IURE
HHEE AR AE I BB IR TEAL 2 AT S & T AT REME AN S 7z,
—HT, MBEN 217> T2 HIH L, RN 2 BIREL OB R o
FEIEEAE L2V L B SN TR Y, RYICMPELENT#EDT)
PREEAL % HEAT S92 2D WL, BRI T/ [ E)
DREEALASHEAT] BHTE AL I DM IER 04 XY M X B ABED
b5 2 G SN RICT DA R N ASEBIIR B8 & 3
% &, EIIRMEALO AT I MBI RAHETT 2003 L b2
{, BIEARMICT TICETLTWAE EE 272 kb, BEAROES)
DRIFZE] & DEERILENTE AR EBNRRZEDOEHRRZH ST 5
L THANHB RN H L. BALLHUNICAZ ) —= 7 H
WTREBMIREE Z2ITo7-82 5, 625%ICHEMREREZRD L
[NDT1997]. ZofEHiE, P { & D RAEMNIEBIIREL 2 R 12
HEIT LTV SRR AR L, AN BT 2 BIIREEAL 3B o O ff
VBB L R o [BEERRSHEEARORE] B O BT
Bi, FHEx HiE L7z OB R 2 iR % 72912,
ENTE AR O REIIRFLE G IE R ORAEN L 2 MR L7, 19934005
2010 4F F TOH) 20 4 BHEBIIRIFZE O A 9 R 13 A AR T %R
L7:. RA RFHES ESA 8K, R & F L EHRBINE OBED D
b, BUEEHRSHORRLEZ NI —T, REFHIYL
HL72ERIIEONTE ST, WEIREE & 137 U 7= JEm itk O
fEE DR ERIANESNS.

HH A 7
EFBRBBEBBEONTIA LY T b
AR AP A

Bl KRR

ATEEERE, OHHERCREED X ) RaMERBE R, e
KEOBERIIWFETIZRL, BILO—EEZ LI ENTES. K
VAR EE R OB ATIUE, U, IREO LR ZFIEREIL
TWh. $E-T, IME, bl FREOARZEWEETIEFILT 27200
T3, EEEHEFBEOR Y HA L L TEUUAZ L. Fx DB
THIELDTAFIA VICihoTlrbh, 20EBELRLDIZ
EBM THh 5. 5IH SN2 IEHBSEYREOVIETH S & 05%
V. FNE, EIEOTEROBEESIH L TH L BEE ORI
BENMICE B AMAERBIIBZICL TS, LaL, [ERE
EHRBECHEERERERTROE LA TH SH00] L)
BIRAIIEL Z LAk, T2, ME, 0B, NRE 2 R, 22

REHIEOREMIZE 5T, & b)) EBIIEROMEREZ T2 2 &
DOIEXSEZIT R S D7EA S . Z LT, B, 2, ZEolEmE
235 e, BRI C AFAR ORI BT IEMFRE D Z NI TE D
HRODIHR->TLED). ZOL) RBEIIELLZ ORI S RITN
1, AIGEEEZEZBAAIHELZCTHS S . K#EHTIE, A~
FAA, IoT 202 275 7 VMETSA 22 &), AGHER
BWRICBT AP oEE B LA MAEZRNT S, KEED
T—<Tds [WHOERWHNFZHEEE] IZOWTHEZTHRIY
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B 8

TERRLEAMRERAEER (JASN 2004)

W ER KRN TFER Y v & —EhEw -t v 7 —EHANE - 1
Wb s

BH mE

BRI 2 b > TEMERIEERZE L CRET 5 EE
RG22 MR BRIRTE 28 (PSAGN) 1%, Z OFFEIY CTHINE 2 BAR R 8
bHo THLPOAONTBKETH S, L LeddEORIERSY
DFIRZBETZEMH STV R, FERTE Oz b &
FTHERPICE R ESEZTERYND 2 DIEHENR NI ET, &
W E FNERERICEH S EWT, Wb s BRERERTOREI
ROAREWCEERT—<THD. K#ETIE, ZOmEAML -}
2B K L PSAGN BE L 1gG & oBMMEZFIH L CEEE O W
R 557 & B 9 A2 ] T- nephritis-associated plasmin receptor
(NAPIr) ZFET HICE - 2EHESIZE B JASN 2004 O ¥4 % s
AT 5. 72 NAPIr 12 X 2 R BRIRBEERT OMGT 2 A0 2 CH
552 7% o T & 72 NAPIr & plasmin & O %R ERKF T COMEAEH
(JASN 2005) (CBALCTHfiins.

NAPIr (2563 2 ik 2 e LFEE U 0 PSAGN B# O BNk %
HOGPURE TRt 32 &, PR SITSRERENICEET, 40
NAPIr O EREPIEAE 1X PSAGN ISR AR DD LEZ Tz, LHL
B SLE OB AN HRET 29T, HHREEEOMS gD
LENME 2 S C3EE, MPGN, IgA % %7 & PSAGN LAto
WERTHINSPEDPHEMEE 22 2 EHHBHL, HEEEREICLD
NAPIr 2552 EkARIZ7L7E U plasmin {61 % A U CHEAES 5 —H OB ERE
DPHETHSDEE X, PSAGN b & & 1AM 18 &GP # T 4¢ & FR 9
HTEERWBTHICE 72 (JBB 2012). EHIHRE, INSHHEMEH
FIF A D OME Y (iJERW, 7 Fo ki, SRR R L)
WSO BRTOBEIC LA L, RUZORTEVPHLN L > TE
T, AR - IR L2o0H 5 GBI HRBRIRE K OB W - B
fRIZBIF S NAPIr OB EWIZ S SICH L TE T 5.

HHE 9
EMBESE 156 HT 75X
4 i Ll R b

ZS T

1990 4EW) @ DU AR K23 THAERFREZHY LTz REkE2 50
BRI ZE LT 2 7201 BRERICIE A AN T EF v —INY T
BHbHIEFFHIILE ZOBIC, BEHBHEIZOWT, [A8] 2K
R 1gG OIEERE LR HMIA~OLAE ] R R L7z #RHRT LB,
— NDFAEDRT [, TV T I VI RESWHIZIERER @
WLAEVWEF > TS, BEEEIETIE IgGALE L TV L2013 %E
TI2? F, HIGERTALRLZNRTH LWTTA, REHEE
e EFEoTVBOTTR? ] LEMENA2S, ETET 1AM
WFadHo7z. BHEDOTF A FRLIE TRTHRRMEE, T55H
LWL TVWARVIETH L Z Eabi ), B, 241203, Rk
OEELETH ) THRIBWRL T3 & EE L2 IgG 121X IgGl,
1gG2, 1gG3, IgG4 DY 727 I ANH Y, MR, FhZ1 900,
300, 150, 50 mg/dl T, IgG3 i% SS#EEAL < ARG ALAEA R
i<, 1gG4 1d SS #EAEAT 2 HAREE & A7 P TReha LAV IS
DR & ERIARIEMEALRE I 2oV, HIER D FFIli 0 & W Bindingsite
HOYIgC ¥ 7 27 5 APURZ F W THRERKIZ 1gG DA 55 (5
PEERE 21 B, BRI R 761, V—TABEIF) ToiL
HIgGH 72 5 A LIMFEH IgC ¥ 72 T AMRE R L7z, FEHI,
BEVEEE ClE, TgGA PBMICLAE L TWAE T L, V—TAFLTIZ
IgG4 12Nz T 1gGl, 1gG2 DikENH 5 2 &, BPE R BRI 95
TR IgG3 DB FNRTH B &, Tk, MEVEMEL B KPR B
T IgG4 1Mz T I1gGl, 1gG2 DikAENH 5 Z L hbiroiz, FAN
SOEMDHE Y, WEEEDOKREZHSPICTLHNTE .
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B 10

i EPO SEGFHHADER
SR W R B PR
R RIS

FERFEEERRZ X LD LT EEERREOTHEEET 531 4
T—H—DOREIRDOLNT WS, Fxld, BRIEBL-AMESR
PORBLZH LY 2uaRF >~ (EPO) HERNT-TH 5HT EPO
SHMYURICEH LT, SUROBRIRIRE, RIS & oI
DWTHHET L T& 7.

EPO FHERTHRAD & o2t & - A IMEH L, FaRBigshic gl
PHIT LB T) T b —F 2D 1B TH S, REEREL L OH
CORE A MR E N & W L 7= ARG o 1iE b X 1§t EPO $iufk % i
L, ABE N THRO R MERE MPPHIGE % MERR L 72, AR & 5630 &
LT, EPO Z&AMKIHEAT S EPO HERTFOFER#To72. WL
FMERZHOTEMBEZ 22 ) —= 0 LR —iichtke
R AHMIENA L NIz EOHOEACFIRET O, ZOHEN T
PR TH 2 2 LRI N, RBENTIE, PuIZARSEECR AR
HfE > EPO 225K & 44 L, EPO RAEE D M B4 5i % Jik) L 72,
BRARIIZIE, PUAAll AR I EREL R AR 3 Bk R s i ¢ %
LB LTV, TROOERNS, BMOWELLRT 2572
LT & LTht EPO & RPiik % 12 U TS L 7=

EPO ZAMRIT BRI ERROAL ST, Rl TIXERE &2 Hi
WZHRBLL, BEHRECE b TWAZEHONTWS., 29 LW
B0, WL TIEPL EPO 28 RIUAROH 72 2 B R & LT, CKD
BEOEFHRIIKIZTTREBICOWTHRI LT 5.

RYPCH M TIE, $LEPO ZHMAPUAD T RICE - -8B X OPifk
DRI EFR L L DI, SHOBZIIOVWTERL LW

B 11

Klotho D# R,

HIRERN K S5 TIRREIREITIE € & & — PUINIGER AT 585
BE W

Klotho 15 F13 1997 4, HEE% BT R ER <Y 2 DR KEE
F & LCRE SN, Klotho fEFAKET 5 &, A 4 HED 5k
REE ZESoFEGE (R, R, KR8, yYrvax=7, FER
B DIEK, MAELIRIL, BRAEZR EOIEREE LT LA ViR
L, SHEHIR TRIEICT 5. ZOHDIIET, Klotho EIxT1Z
) VRRABVE Y FGF23 D Z k% I — FLTWb 2 &5 o 7.
$7bb, Klotho K~ 7 ZADIREOARZZ, Wby »PEilkEE 2k
H %) SEFEEORREE Z2 SN b. FEE, Klotho KIE< W X3
V) VMYEZR BT 55, K YETHE TSI VIBESMETL,
BBIED IIFRAIHESL. 222 [ b2 mET 5] L wHik
e E Nz, Klotho KIE< 7 2 DIEIR - HRITEN BEH L B BT
W5, L2 L, Klotho KIE~ ™ ZZRHPANY U APEETE W EFT
DB EREIZIER TH Y, EAEORETIE RV, T4bb, )2
ZoMR b EEL [REENEE] ThrEEILNE. VU ED L
I L TEIBEREZS ISR TOh, ZOAH=ZXLEBRLTY
SHT, VrOMBHEMEEIAN Y Y LADEIEFTLARE I ZWE
EERAL, V203 0TIERLY VBAINVY T AN YEEOR
HAWHETHAHZ L ZRE LD MHETIE, U YBAIVY T AR
#HH Fetuin-A &AL TCCPP EMHEN S aaf R T-& LCHEAET
%. ZZTH4E [CPP S LBERDOFENWE TH 5] & v ) K
VT, ZFORIEICHY A TS, KT, Klotho DFERIC
& o TH5E & 1172 FGF23-Klotho N43#h% 238 VE RS g 0 5 BE AL LIS
BT HEE, B2 RBBERE LTO CPPIZOWTHHRT 5.
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FGF23 & U A

RS R IR PTEE RRL e B & —
(S

FGF23 1%, Blck h e sh, Klotho-FGF Z&BMEEHRIHET S
SEIZXY, VRBEFAMTHERILVESTHS. 2000 4D FGF23
DFELE, #EZ% FGE23IEMEIC L Y, X Yeta B o~ ek
{ %95 (X-linked hypophosphatemic rickets : XLH) <elfgs: & kb
SEZ O VEM R RS, ¥ FGF23EMBEEIC L D m Yy ~ilL
SEPER R E SR KL A IE SR S5 2 &, i FGF23 iRED
WEAME ) ¥ MEMRBEORHREOEIIA N TH S Z &, FGF23 ik
CKD-MBD OFHEIC D BELHE 2 RA-T I e PSR
T&E7/Z, TS ofEZERIC, FGR23 EMEZMHET L bE/ 2
T—F VPR TH LT a A< T, 2018 LR ER I — 1 vk
L, B ETXLH BFICEHEKREHATREE 2o/ F2ARH T,
FGF23 #ll5€ O RBE T CORSEIH#ED Sho0dh 5.

—J5 FGF23 13l ) Vi 2K T X5 R NVEY THDHI ENnD,
M) > DRI X ) FGF23 kR e ASi i & A W agtEAs
EZoND. FxlL, ITAEE) VATHETLER, HoH0IEE
MR UMR106 (%5 ) K538 % T3 5 st 20 &, FGF23
BERIC O B A RN 2 2 &2 X ) FGF23 B D5 R % 33 %
W% 32— F3 5% GALNT3 #faT2%) VinE#EfzTFchsb e, M
fasty VgD FAE, FGF Z%/K-ERK # % /- LT GALNT3 #f=
THRBA2EEST LI EZWOMILE. TS DRI, FGF 244k
DHEARO) VMR L LTHREREL A 2k, ) v & FGF23
ORI, FGF ZBERENLIZATT 4 77 4 — BNy 7 Bl
HFAETHILERLTVS. Rl TIE, FGF23 &V I T 5
NS DIEN, B X OB EZ B L.

HOH i 13
ATV EDHER
SRR

KK A

Bt AR, FE REVE RO 2 DR CTHGEZ B L2 1 7 7 —
Y A, Ml TFEO20004E1 509 sFEKICTOTAL v Fy T
YAFAELTIAE RS, L, PR ERONHOELELE D
OTHY, ZNETHEDPGDPEPDE SN h o Mk R OwigE )
BT RTET, RTPFFORERZLTUTF I 7 AHAM THRE
FWHOPICTHI L #MRTE LT 2Pu0% L. ZOJEA H
—1i£ o 2002 4 ) —RVEALFEZEMIRORRIZL W) 2L b
55 LDHRT, TNEFTIEDTWAKZH A 70—, BB
BHTEE S ADIMTE % HREIH L7z, e ipTE¥—213Boh
L0, HEYVORBE -2 0L S EABUEICRBER®RICR 72, £
2T, HEEREZ, —AORMWEENEE S AOE ABICH 5
BN LI T8, BT 4782780 O — 27 O BN S
ol ABTRMPEAGFRZICEL =213/ R, &
FNES CHDPMAENDBEE—Z IZREL BB LV JFHIZHRYEL
Tz, TSR L TV BT F FISEWRWEREL

ZOY =7 ZREML, SSHEREREL, 73 BESEHEL

1D TIiLH @ hepcidin-25 #2562 £ HTE, Blood (2006 108 :
1381-1387) 12 L7z, HIZZ D% LC-MS/MS Cifik} & 23 % B %
THIENTE, HEROBY TFERIC hepcidin-25 2E=%"Y ¥ /¢
52 ENMERIC R o7z, BREDSHHARTF FERATEF v v AL
B, EBROBRE TR - 2 EBBITRS, XTF FoTh
SIRRERMICTE 2R HELRY, —BIOBEE S AOE,H MO
W TV SHBRTF P2 AT 503E 0o 72D L5
T, H7E, I hepcidin-25 ORI, A, KIE, &
ZHANEZOY =R, ¥y v ANVYUR, BB OB
HHE, SAHHIEIREDOBRIET > Twb.
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O W 14
WRRE 1gA1 & IgA BIE
MR K2 PR
A

IgA BHEIZZ N FEEW 212, TORBIIEMETDH Y, M5 0E
% EIEIC B B BE VB AE - T D, REOHEH S 50 4
BRGB L, IgAl 5T O v ¥ JERICHES SR 2 B3 5 B R
IgAl (Gd-IgAl) DSIEMA KA T 5 2 EAXEHRBEEZ LN
A WIS EF IR TH S, Gd-IgAl X, BEMD BV
IL-6 DRIBIC & B FF RSB HIRE ORI L > THEESN S, L
ML, Gd-IgAl 7217 Tl Z OB OIHREBIZFHAAOH» T, Gd-IgAl &
BT REEEREZIEET 5 1gG OEEFEETH L. VXY, *
F Gd-TgAl HFEA SN S Z & (Ist Hit), X512, Gd-TgAl 4R
RAEAE S L (2nd Hit), EOTREEAKRZEKL (3rd Hit), &
O, BUIER TR TS LN [gA BHEOTHETH D EE X
5N % (Multi-Hit pathogenesis). ¥T4E, Multi-Hit pathogenesis |2
BWTHEHELENTH S Gd-IgAl, Gd-IgAl FREAPUE, RIEEARE
OPWERDHET SN, FICHRATHD T GAd-IgAl T 2E ) 2
O —F ViR % Hv 7z ELISA RS S 7z, Gd-IgAl €/ 7 u—
F VPR B 72 RS X 0, Gd-TgAl 28 TgA BHESF B2 ik AS
TAHIEIEHENT, IS OBRBIRERINA - —%2 w7z
ZaT7HEICED, IgABIEZRIICA 2 ) —= 0 7 TE B EEMAVR
RN, EENEEFLERBMEOEETH~— - LTHHM
THDHIEPWMESNTWS. BIE, R Gd-IgAl DHEEZE I Z 72 A
ATEORFENE, 510, HEFESACBT S IN0 S ORBIFERN
A A= —DOIRHEBIFINT 2 MERBELEDTNE. 2O X
IR NA X2 =D =R G T L RXVOFHAEATED, i
REIZHED ) 22 tRIRIRIG £ LT A 2 L T, IgA BHERF OBENBAT
HLObE HIET S LA BENIIR>TE TN 5.

W 15

Familial lobular glomerulopathy (=Fibronectin glomerulopa-
thy) OHEICES X T

JR BB R

g 1

1996 FFEHD Z &, YR OB S RBRRE - BEFRLE, HAERS
F o & W R IEBI O % Z T 72, JERNE 23 B 12 %IEH» 5
EHRDEETH Y, KO, B2 A, §Eh, b8 T4AD
KEBEARICELIWELRRER A LTz, BRI RICEE R L.

JREH 1~2 g/H, RikiEAlEk 1~2/HPF, BUN 15 mg/dL, Scr 0.9
mg/dL, Cecr 109 mL/min, TP 55 g/dL, Alb 35 g/dL, Z®fiod—
MeAEALSE, SRIEMGE I E BRI R L. BAERTHE S N85k K 20 8
FWIFnbERL, 2% XY LEBOSTIRILK & PAS LS
s F APEICEED Sz, REYTld, 1gG, fibrinogen A% 2+ B
T, IgA, IgM, Clq, C3c, C3dA51+Fath. T o DT A5 MPGN,
Class IV V=7 ABRBEEDPEZSND, WIihze & - TH AR
LIEEAT, LLAML2OREEDOTREMSSEDIL/. 2 CEM
EATo7c8 A, AY VX AEED SR T T, MR
WEWEDIE - F ARG T 2O CTHRENZEEZELTED,

INFTELABBROL VKB THLZ LB ool Rieh T Tu—
TN L7278, 72 F7-F WHO RERMIEE T M T A 1995 4D —H
1248k & LT\ 72 Familial lobular glomerulopathy 234 < [d] U2 RE(S
ThoHILE2HAL, TORMOFEZTH S Arthur B Abt Fit il
FER o729 2T, BHONEE, HEgf, BHOSTE LM%
LCHTRZMRELTH D722 A, [ HUEERATH S| & BEN
ExWVniz WIS TEM S » OB DLEE £ 2,

INF TOMEBIBHAKIZEE SN TW/2Z £ A5, [Familial lobular
glomerulopathy : First case report in Asia] W9 ¥4 ML L7z9
AT, B HES oML TAJKD IZHML, BRI T2 7
LTh ool &b, AERIL, BIETIZZOWKITHKD T Fibronec-
tin glomerulopathy & S E N LD~ TH 5D Z & =it 7 5.

]
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694 H & &5

O W 16
SEMRAREM TS N — S 2 £ B RBIVE
5137 B A g 2 > 5 —

HR B

ERNRAEET ¥ F— 2 (pRTA) EEARME T HCO3 — Fllk
PAME T3 2B TH 5. pRTA & Fanconi JEREEO—FER L LT3
HET AT LMLV, REBIE, RERE, DN, RNEE, SRR ARER
BE, KNEREZAOIKILE 2T ZBEZRBRL, Ei ks tiz
WX BB E LT L7z 1998 4E12 Abuladze © 2% kidney type
Na+/HCO3 - cotransporter D151 (SLC4A4) GEALFRAE HE I
fl) #A/AELE. FEMETO mRNA BEIEZSG & BREZRE 5850
[ —H T 52 s, MEBEFIPRFNEMEEL, IALAER
Z[FE%EL, KNBCBEEEAME T35 2 & 22 L7 (Nature Genetics,
1999). Zd#, WAOARGERE 10 %12 SLC4A4 R g L7z, &
AR PR R IE (A R AN CORBEDO FFRINAME T 5 2R ETH 5.
BEIRERHA EAENEB RN EREL X727, FEOKKIX
BRSO 70— F LT =4 Y b5 VY AR=F—D—DO DR
N v AR—%— URAT] GEMRMEEEMEN) 23— F52
SLC22AI2DBETH H Z & % 2002 FICHEALPHSMITL 2
(Nature 2002). & 512, glucose transporter 9 % 2— K3 % GLUT9
GEAZRAE B PEMNC GLUTIS, LB GLUTIL) #EfaToR%
LBAIEDFRTH 2 Z &N S S AT L7z KICREEDREE
XIRBE T RIEFE O uricase BIZ T2 P TIIARELEINTE Y, 5
TEZWV., X512, SEMEMETATP 2% LT 9 ED_E 2 FHIRIL
T 5. NBLWETH B RESHPBNTZ L\, EEERICENT 2
WGP PRI T E TR L, SUBEEERESEL L
DS ND.

¥H A 17

Ty b7y A—HR (NEJM Images)

BRTAT B N 3 5 5 3 1 S B B e s o
KAl ER

BEIWIRMIILROKED 72D AR SN TW/Z52DOZETH - 7-.
%lﬁlhﬁﬁi@‘i“(%ot_ L, REIREREE (4R EZfTbhTwy
72) TRIRBBICERE 28Dk o 722 &5 5, Nutcracker LR DO g
HdHsbLEz7. ﬁ%"ﬁ CT %73 5 &, JFFEIRAS LR [ B B R
ERBINRICHEBE SN T, EEEIROE A IEALIE LTz, B2,
Nutcracker G DM & % 2, N Engl ] Med ® Images in Clinical
Medicine \2#%¢F5 L7z, MiEED 513, SOBRIX HMRD A H =X
LREREICHT 250N R EeFAN L) ICHEEL TS,
EHIRIEDS FA U CRBE TRV ST 52 2 L1k ), BEAHImS
BIEDMRD AN ZALEEZ BN TS, LikFE L TKOHH
WD ZDEHICFEEIK L 72 (N Engl J Med 1996 ; 335 : 171). Vianello
FA 5O®BED LKL € 22— (Pediatr Nephrol 2016 ; 31 : 175) Tl
(renal vein or nutcracker) and hematuria THE L7-& 25 187 DL
WA RO2 Y, AR 736 A (BEMSEAILIR 288 A, PHRAYIMLIR 448 A,
17U T 159 A) OBFICODVTRBEN TV, Bz a—
(79%), MRI (60%), CT (43%), Mm4&&ERK (11%) % ETiibhT
Wiz IR 35% D BE TRO bz, KR & R LT BMI K
Do 72785, 10% 0 EE Tld BMI A EH U THRICMR A% LTV‘
Z> 34% AV FA 2 S TR T Lz, MENA T~ MY

L IERBHIR D TEAFR T KFRIR O 3 L EANFEAL S % PR h o 72 &
MG ENTWD., REEF Tl Nutcracker R O I DZWr &
OB D & TIHHT 5.
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O 18

SEAIMERIE I 5%

MR PRI - 85 U PR L5 b > & —

A e

Iﬁllrif'ﬂ’fa PRI, BRI IR 12 X B A R LT 2%

SV, EH OB R RMEHREC X 52 RMEBIRILEZROY
EEhL EMRME RIS A2ERT =4 Y P TV AKR—S
(OAT) XDt 7 o 2RPUAERIR A N N L FE— MY Z &AW
BN AEN, YATSF V3 ERITFA L NT U AE—F
(OCT2) X VHEMNICHLY AEh, IRMEFBEZEL S, REFDN
BRI X 2RO EAE AR KT, EHENTT e LTH
& TUUVF=Ke I R-IVROGEKISI 2R 9 5. 1) Stk
HEHEEE L TIEEAOBBEIM T LVF—USICE Y, IgED L
H, EEROMERE, WEHRERRPASNE. BT 275 LRPUKE,
NSAIDs, PPI, 7u 7Y ) — V& Thrbb. 2) 1T B R
IgCHUKIZE ABHDTRAF VY VX VL TBM HiikasE LB Z &
PHSNT WA, 3) IV BEER R OB £ % b O Tldsfr
PRANE IR MR 2 R, IRIEMIIBEEEZ 4 U 5. Fa it H2-
blocker @ famotidine {2 & ¥ carbonic anhydrase (CA) I11Zx9 5T
HREfEn, wARME - REESEICEICHRLAE L, RS
WIFBEOLAE T, mALA 78 2% il &3 2 SR SR A IR 5%
ERTZEEHELSZ (Am ] Med Sci. 2013 : 345 (5) : 407-8).
Takemoto & @ Sjogren FEMEREE (Am ] Med 2005; 118 :181-4) & F 4
® IgG4 Mg HE (Nephrol Dial Transplant 2007 ; 22 : 1273-5) O[]
BB ROPURD CAILTH V), Pt CAIL H OIS IRANE TS 4%
OFRECEE B E2 R T LN NS,

HAE i 19

37 O0—UERBICHT 35U Y+ v TABHROREERR
AR BN R

B PR

ANBICBU 2 BN FEIEE A 7 v — B L Tid, 274 FEOREIE
A2 2 B CTREMHSESEH SN S, 2084, ENICBW
TIHBEAEDYEY 7O AR UPHE—RINEE L oTWE, L2
AR, YA ARY YL TS b S T BIESIRESHRT 5
EBNIZB VT, TOBROEFERNRIEREN R, T0d, Z0kH
IEBID % IR ERE, Wik E0FEWR AT o4 FORIEHZ 2
LTwi, —7, BabiEBBMRICH 70— YREERFOFIEZ R
21BN L, 72F A0 L2 B Y YSERBREEICR LY YR U<
TEBLGLIZEZA, 270 —¥OEME AT L7 (Pediat
Nephrol 2005). FEHICEE D S bIEFIHER, 7 —A ) =X TO
VY&V T OFMEERTHESHK A, F22TRZBIE, E
FERBRIC L) ZoAMEAER L, EHKEEZHETI L2 HMIC
TEEMT I RNERT vy AMEEGRE R FTWE L, BEBEITo 2
(WFEARERRG © S —3k). TO/RE, VYR I TEREHTHREIC
ZOBROTFEESE, FOHEFEEL 2R 2BP S5 L1
WP L7z (Lancet 2014). F 7= ZOEHFMGEICE ) 2014 428 A 29 H
W2V Y F T~ ZIEEEAE SN R N 7 o — U BRI A SRR
AEB/DLZEITHI L. YUY F I TRRZORBNRMELS, NE
A7 —VIEBHERED QOL #F LL{WFELL. 20
ARIZEEELT, MATOYENT LI ENHALNELD)DODOH 5.
—J, B b 7225 KGR G X 2Ry v~ 27 v 7)) Ve R
L PHEAORWEH D MBS A Z LB L .. AT, YU F
¥ THERS RN, WS HEB X OVNE, BAICBI L Z0HR)
P, BIERICO &, Bifix 3ETwZEEd.



H &

CP-1

BREHE EOMmIL

MER B PR R AL, MR Sk 53 K Sk ) S i
A OMTL OB WL OKH:OEES K At

ROWHBIX KEERTFHRBE T E - 7225, RISV Tw OB THEEIC
IR, ROMBHERE Y ¥ —CRBIGEE 2RI L. By —
OB Z 5 Zd ) YLARE L OBWT, TE, KRk
TEGEDITARY &, SEILHEREL LTRI L. AADF
LADKE Do 7205002, FAF IS L 2o REIIESETS VR
TRVLDTH -7z HHEHOHEILE € Y & —TIERHIA % L fiE
AR EFOMBEIZTH o 7205, WEOILFELLEZIED, 257
OREFOTVLF T TN ENIEOBET, AFHEFREMTLZ L
DWTE, HAxOBHERHIIMZ A LHEOKS S TH - B E LR
BCThol. ZOH, KFRTOMEANEEZ 25— b &8, HELER
PRI BT BN aR=T /7 L4 VIZOWT DR EFT > T
505, MERERFAICIIIELERZEML, 7—2 94 TNNF 2V AD
FEH LG IR T HHELDH D, COHIEICE > T, EBOR)
RT v FIONoT05b. RELOERIEETHY, KIF2AT
ENIDHEZ DT TR o TV LA WIRINTH 5728, BN &
LCOF X Y77y FICTRET S 2188 EDGE, HEEORHE -
BEORAETOZHRG - THHTHEELZHZHTTHIHERTY
b MO—FEDOIANF—FLoTWADIX, BLE) REZLT
BHRBEINCHE> TS NABRTH L. ABELRATHEE, EZT
HRI0h, TKLER»s, TARELHL L] &, SEOBELLD
TEIEE N 2SS, BIFE D B IR & BR - AFZE O Wi &2 %3 % 45 H 7278
MOFZBRL, WL R— b2 LTI NBEMTH H 5 FOFF
H1E, ETHHBENERSTWA, ORI HICH: < kR
LTHBELAZ2E520N50THNIER W, HAxOERMEZBRRW

CP-2
T—I9Z4TNF P REMR~CNETOAEEZRIIE->TH
TR>2¢&~

PURR PR PR R R B : - RAE

RAR BT

OAMESEROMEE LT, %EMoRE ML, HFHEFE - o
WL oW R, WIBIEEINOSIME S IT SN, ChedEEd
B [T=2F4 7N VA DHERINDL LStz T—2
FGATNTG VAL, [HELEZORM] LWEShbd, —STVL
FIowiFEzZzL LY. W AEEBLA). JEwnwy e chz
SIS % & [BREHbTERARE - A— A EEEE L
ZENRTELELEDI, RERLHBAELLESELNS, S5
ZOREBRPHFIIEDPEEL L WIHIERIMESON L Z L] LR
N5, 20k EMEYREMEICN LT, HFEMED > EBEY
WOk A R RAIZET L TWADTERDA)H. FIZIE, BKE Ik
BLELHIZAVWTWS ?, - MEOY L I 71?7, KERIC
BT A4IVFIE? HESRLoTHRICESD? %4 FH
5 S WHEERIIZ IS & IR ITx LT A AR E A E DA 2 T
BY, 0FEHOEFICRBAEOHGOLRIEL R TE hd ol £
ZTCHROFERTIE, BIHE LT, —ADAMELTOINTETHOA
EEFEYIEY 2055, BIMLTVREVWEEFEMOALZSAICE S
TRIZVDO Ay —VRFBELI-VWERS.
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AW T 7L v A1
BRI, REEESE L 49 BBURESTEL XY
O— GRERRIC TREL

EOMEEE > & — MR

KEE K, KB R, FLE #C

(REB] B e o AR H O 49 M. 30 EOIKRE 115 kg 25k
RETH o7z 42 5 THIRIE & B S N 7228 44 5% Tl ke & H O H I
L7z, 46 R CHIRIRIEAERBHE & 20 0 ABE. BRHKRE 90 kg (2 F Tl
# L HbAlc 54% F TIF L CTEFHEEDO A TILNEE B EIFIC R >
7z, BEPRIFEVERBEIE (2R LTI U — Y —BER R Sz, 4% Cre
09-1.2 mg/dL CHER LBBE. FHIZT VI — VPERESR T AR S
NZBHCIREH 177 g/HTA 70— VIEFER 2B S 225, 1455
TiulibEE HOWPR L7z, 4RI LAIEZ %, BhERLBHS
NPUERIMPE SN2 25 Cre 274 5 4.3 mg/dL -~ & S PUTIE L
7o —WBBET 2D 1AM TEYFESHELFARE 2D, BFEN
FAMABEE o7z B K169 cm, A 85.6 kg, i 36.7°C, IiLE 178/
84 mmHg, T FEREIFEHTH -7, HBHEH 66 g/dL, Alb 19 g/
dL, UN 42 mg/dL, Cre 3.35 mg/dL, IgG 2264 mg/dL, IgA 573 mg/
dL, IgM 74.1 mg/dL, CH50 37 (H:#efili 30-50) U/mL, C3 35 (3L
fi 86-160) mg/dL, C4 34 (JL#:4il 17-45) mg/dL, Hukgpifk (-),
ds-DNA ¥ifk (-), CRP 63 mg/dL, JR#EM 12.8 g/gCre, ihifARIL
¥k 11-30/HPF, Mk £%/HPF, & A 70 —YiEmE22 072 D
oML B F 2 CEAMDIAT S e, [ RE R PR R
RMFES R O N A 7 0 — CREMGERE L B L 722 &2 5 IR 25 IR IR
HEREAGR BebNE T, HETITVDLATL & 9 2.

Bk 7 7 L A2

EHEREDBREMBED—BH

Ya s ambe ) v~ FRBRESENE, SEOMERES R Y ¥ —
PARE, 3T T 7)1 W95 e P B

ok sml BE ORES B S FUR

GEs] 33 M. X4E1THTFWEL Y THREES Y, METr70—
CREBRE L BTSN, 1 H 28 HIZ UM%, BEHMWICARSR
7z FEECERAE - BRI E L. K 172 cm, 1AE 578 kg,
BT 36.8C, BP 79/53 mmHg, HR 100/45. MEHEE - 830 - DUBZIZ
WHELBERAE. FEFEKNE - TRGFIEZ . JR TP/Cr 15.3 g/gCr, JR RBC
10-19/HPF, #ilgP:F4E7% L. BUN 29 mg/dl, Cr 1.0 mg/dl, TP 4.2
g/dl, Alb 15 g/dl, IgG 802 mg/dl, IgA 257 mg/dl, IgM 270 mg//
dl, C3135mg/dl, C422mg/dl. $ukEbifk 40 £5 HoSP, Pt SSA bifk
Pk, ool fiiRiZBElgTdh o 7. HBs JrE ks, HCV fitfk
R, 25 2 9% HACBHEMETT. JEBE TRk 35 A 18 (3%) T
EFEMED 0. FRASRERMRIC 2 2 7 238 5m < 2L B 1 7
L, EWNEIHFLRGEZ U, spike JEHZ L. IF TGRERFERE I 1gG
(IgGl, 1gG2 D AE5REME) - C3 - Clg ASFRLRICIEA. BB TII LK
TICEETFIRAEWH % 32D 2 S HEIKERE O SO 252 U < BEEEHE (MN,
Stage 1 #2EE). [MEA] 33 MBEDOBEMEIRETH 5. ZOERTD
S MN BRERFCTH 0, 1gGl - 1gG2 HMEAL, Clq BatkTdh % 55
133% 13 Lupus nephritis R\ AR SRR IE 2 5N B D, ds-
DNA Fifk, RNP HuAED HOHMKIZBETH 72, T ORBOBH
EHRBIZOVTHRET W2 & 72,

2}
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696 H & &5

GBI 2
SoRE- - EEREEEZD

KBRS F v VAT A4 TIREEY Y ¥ —
Sl st

P, BEFMHII T A EREIC & o TMEOIH & S, BUETIRY
RFEFRRPEIRIITE % EH S 5 12K L CEBRMGHGEE 02l 2 & &
o, KERDBZOL) LBETHBESINLLDOTH L. K#HOS
MEDE F, THETITORY:, WIFEHE, P55 CEABMER I
FMEIZ OV T OME, iz rhTwEa I /]S, AL B
Mo ZAS 575 KRPEECoOMBGE R, IR mae <2, R
WAOLTHIFKICH 2o TOEBHEL, Tht TOWRE 2D
A HA A Y - B OWTOMBTICERDV DD &) RHIR %
FoTwad, ZNMEHFEENEYR EBOTEETH ), MHFET
B LB Z L IZRM LD E R TH L7 EZ LML, K
WE T, MEELEOEBIARITAEROME ICERVERS.

—77, KRBT, WA AR, B R L7,

INHDBRICOVTER GRS Z LELTHL L) BURD I
AT, TNZTNOMBOMEDT 2 MHIEH S 2 & & b1, MM
BEZFCOWT, BB L TESBRERELIVEEZZ TVE.

MR AR A LA 1
EOEOBRENEC ST 5 BRAERRELORE
SRR SRR IR - B PR

Wk gt

FHRER SR E DR & LTHfgb S hzoid, PR 19410 A2 5
PRl S 7 BB R R OMEE [ ROBIRENEOD Y i
DWTIHFRY T O LN 204E3 AN TH S, REEHITHE
D&, [ERESE] BB 2 R AUAT OB ], [ZRKiED
Mk, TAMTE R, THFERSEDHMEEE | %2 5 Ak L L2 Do 10 4
BOXMFIZL D, FEliHEROFHBEN BEARDORD 2T 5 %
& BERBRPENTWS. LaL, SHZEifticln, Mg
M BBEBDWAMIN & 22 5 ETIZEE> T, 22T, 104K
P29 4 12 H X0 [EREX MG &) 2 WAL, &fFAEL
LT, THREERICZ LWIEWS S (CKD) 2 RHANCIER - L,
R Tl iz B A 5 FE5 - Mkt 2 2 L2k ), CKD HEhEfL
THiZMUET 2 & L b2, CKD B# (BNEFRVERMEES 2 &
tr) © QOL OMEFFI LA S | & & 24T -8 & [EHRE %
O BHEAEZ HIEL T MY D OHN. FEROFHRITHSE L
D0, HIREMESENOMA T IED  BWIN A DR, EIHG
WEIRELFOSMIC & 5 CKD B RMHAR O FERE - BHELE 25
WOHEE LTWA. F7z, 2028 4F % TIT, FEHFHENEALE LK
Z# 10% %A ST, 35000 ALLFICE 2 &)l HEE (KPD b
BRESNIZ. ThoORzEERLHEZZERT 57001213, Hzl
AL E NI NPO i\ HARFIBIH IR OB HITRE , ok
BRI & B HIRDFERITIE U720 K0 EEEAH  BlfF s h
5. R ERRE L OB NS & OHI B I AR AT 4 Ji3E
DILD1DOTHAB. AUETIE, A O EHEN KB THIRF
SN B BRAFERE L ORE R, EIEE B ICBE S 5 hofEE
Wb PR FO 4 HROREFIIOVTHENS.
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M 4 2 41 2 - Al 2
H035IZ AR U 7= CKD X438 BB
IBLA: 45 3 POk

Aehs pe—E

SRR 28 4E 3 H 2 S BRI ERE EIEAL PR 70 7 o A0sla s, P
1% 30 4 7 BICIE A 5788 A & B bR ET Sl E s sz, 2
DL BB EZERICEHBEICBWTIZHIRICEA L7 CKD 35
7 5 ORI BHE AL PR 70 75 A IS A 2 e
RKOLN TS, CKD ORAWRIROBICIE, (1) 5 - s
W, (2) BETFH, (3) EREALRiILZ 3 A E LT, shfiEEnzo
OMFERZITHRE L DICKET HLENH L. T F TITREART
BB L CWHRET & L IS [REARTT CKD M it sak ), TILFLR
CKD PRy st s ] 2R &8, K, K%, Rambs,
RHR M4y, RFha, HEMS, EDRE, g, TREkR &%
COBREE LB L, CKDEIEA X bR, RABKEA, 5
# RIS E 2 ToCE . T, BERSCMEZ LT F= v
il E % BML, CKD ORMBEREZRESHICT L L L DICREERZS
HAFMCZ BRI AT, FEfMEiREz o, LESLCTH
XHTH HiAE© o CKD PRI ERM 2R L7z, IS, 22 )2 EE
HMEIZ X % [CKD MRS HEY 27 4 ] 2% L, [CKD ikl
HEPE BRI | AR 5 & & D ICHE~OWEREAELES 2 [ H
VDRI L R BN T = v 7 ¥ — 2% L CHW 2 0h2E
P et U7z, PMERE e S B RIERIC B W CEE 2 &H %)
PR FHEMO A F VT v 7% HiWE LT CKD #HEIGEE &

EWCHE L7z, Sho o RofbE, AT Tl 8 I THBLE
WBEABEE 17%, IWBR CTIE3ERTI0% WA S5 2 &5k L
%0, REARTTCIERETR 17 BH, WA TR 3 &M o BB R H
BRI O RN ol K VRYIATE, TASOWYHAIZONWT
TG L, ERiO&RZ SRR, FiEitEoERRS v 74T
BORTHREANZONVTEZTHRI.

MR R A R e Al 3
BRAFEIEELHF — AERO—BELTERTE S E—

EERETOIUGZ,S5—
IR 28 R IGEML A A RO P B
o VA

H AR I L BiizEa B L ORIk & o L F CAIGR S 7z, BRI
gL (DF, #8385) fECBWT, ZhE T2 1,051 4oigE
TAEA L, ) BEMEELIIN20%D 2144 THDH. 4%D CKD
AL TP OM Y AL LT, HELTHLEEREILTRES
LeRET 5700, BUIREEZENE LA Z2EKL -0 CTHRET
5.

[ebge] 4 1 mERE R aisE LS a1 154 4.
[HE]ZBRIEIC B3 ENTBTF A=V T FLAICTHERKZ %S LN
BRI

] 10 %I 47% 67 %) Thol. 2. mdEh o ER
1d 40 f£C 48%, K\ T 5018 26%, 30 18 21% DIETH 72, 3. %k
B CKD A0 2 EA2550%LL 0k As43% & %55 72
5, 30% K ORED 39%dH o7z, 4. IExGE LTRSSV CKD
A F— VI3 T33%, KWTATU%E o7 5. EHEHRLIBE
5 ERHE, TCKD 7 A K] 94%, [M8VEE IR I3 5 Ak
B 2014 4ERR] 75%, [1EVERIERAEN - EFFE~ =2 TV
(FROM-]) | 51% C& o 7278, $REHIRIL 91 % 25X CTFO D% L
THBY, MiizkEiLH, H—ILLTVWEDIZI%DATH-72. 6. i
DFELLHEPEL TWDEDIF21%TH ) [MEDFBELFEZIWDED
OISR V] ORIGEHN43%IELZ. 7. Wi CTRERELZ 2T
T2EBENOBREEREICB AL S LT, HEEMoOBERE (I8
HAROR—F) %L BTFohz.

[#%%¢] CKD @RI R R BE ORKFN 2 LRI, His - T e R
R & OIS EETDH 525, IBEFERIERILA ISR THE
IAThNTHBY, BEEMOEEOBILAZHES 2 5. HikoigH
+ToffEE [RAs1b] L, fRELMoOMERINZBETL LT
EhE, XVFELCKD OBBLHELERSEL I LN HL %
25,



H &

M 4 24 A A ] 4
BEBAHEICH T 5 EAMORE
SERE BRI A

AK M

HARN O E RS & b 2 B E R I3 1,330 T A LHfEE S Th
D, CKD #4 F EoBETZo BN RERHEEIEIREN TV
BOD, TN HHFIETERTW R, JBEAEGHE « Bu
MeE4x1E, 2018 AR ICE R BRI ST A WET L, #FasEtag
DATFTAHANAY v T OEHEOEZMEZRL TS, LaL, BKo
E#HY T, CKD OBBIREX*1TAAERA Y v 7PARLTH
D, SHIHERY vy 7 S HEMEBUNAOMFES 5 TRV L2 50k
R THENERLT LA — ST v, CKDEZOT#% - QOL
YHEDODITIE, HEOERMEEFHD, F—2KEOFTINEIE
L FZET & 2 B g0 WFE 2 IR)L  BRT 5 LEND S
SHN GBS RO EISE L L LT, S5 ERBICH T » Wy
Pk % Fe Ao 2 72 B - GRS & L R AERRICR & < HmR
THIENTED., HAMEBREED X OB T IS ME ) RV ISE
VA7 ZNRGEEL, BRI Ul ik 5 kR R E R EBT A
FEANMARROBAETIZD AT, RIZIHH M BEE O FE L Pkl
B0 SEH) % BRI T RE IR G L T EERDPBAET 25680 &
725, TRTOEFMATE R B RIS TE 2 L) BELTw
LM OIEHIATEM - BELAIMCTH L LR 5.

CKD B#H 3 EHEEA B LTV ABANE L, WHROMEE L%
SIRHTEDR A TH D, K 77—~ —IF, HICRET 5 HEH
L VDAL ST, ZIUIHE L TEYAEHEGOY 278, IRH
W T ReT I AET 2 EOREICO A5 IREZ VW, IR
WCANEY) 2L )5 (potentially inappropriate medications : PIMs) % f&
ELZTNE RSB, SHOY VRITATIEIFICR) 77 —<
V—0RIE, 7T I Y AQM B A MOBEI DOV TR
5.

Bizho o) o1

—RBELT IECEE BRIV U TOEREN
ALHUR 2 B R AR R

s S

1990 4EICHA F o 2T RS e 47 2510 ], & F 1 A5 DOA#IEER,
60 st D47/ & DNA BeH T2 L L 9 & v ) ok Tk
7Y 7 M 2003 FITEL SN, T AKHERRORERT &
otz VBT ) A58 - BIREHROE L 5XE % 2 ERASER L
T2biFThHA KREHHEELT, eroZHEzEIr5ETNS
O, FRERHEOE, HERESE - IEoMm, A& B IRFES% 4 28
—ANOEDE) DI D, e RBICELN, BOLVADPVDS
DIF%ED, TUVF =W A, PERE BIES~NORYZHSHRE
A R ANZEDD 5 D RED, £ Vo RRRICEE Rl
720IiE, ZLOANADF 7 A5 GBIZED) 244D, Zh s Lo
WCHAUR B 058 (RBIR), 2 CEMTEE L RIZTTAEREES O
BMRRBIMKL, 3HEX BT LB ELE R 7/ LfF
MHEEEDA I R=2 3 Y OB TETREIT» ST TABBTO
7 NERTRTE AR, B, W, PESE, 2L THhETOMEIL,
RAERKRE R L OBEEIRD, BV ROTHIER, HEER (pre-
cision medicine) OFIFRICH RS FELNOOH D, —HOEHD
WEEZY, BEIKRERZNZOOH 5. MLEBEORENKNO
FEIZFHN, BEMNERZIEZTVLEIEBHLN R0, &
BHE CRIZEEITROOND L)W hoTEL. ZONRTFTL LY
T MDA = FEFBETIERL, MATHEIED T 2AEFOHEE
H2% MR L 722 & TE SITHES 22D, I - AHSFE 0B
Bl Z N % L2 5 ANMEKEOM, 4 7% L XV TORISHHIZE
DFHAPEL TS, BEERTIEEFENIRE L ST V)
VI EONKERE L AHD, REHTIIENLD ) LOEITHHIC
DWT, ZOBRHERLHANNEZMIT 2.
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BIEMEERE D XFURE

LT- 8RR B R - ST sk, 2T 3R PR B,
3h¢" % DNA BFgeir

TESJII wmEL WA E-L AN AL B EZEL MR
W

HEEEIRED—D2TH S v AF VIRIEEIX, rBAT (SCL3A1)/BATI1
(SLC7A9) Iz TZRI2T1 5000 AMZ— ANICHRIET B TH 5.
% L DRERD, EROBREMEAEATHI LT, ElkEER, BF
WAL PR EDOFET, EHOENE LI EESNLZ P HEE
b, WENOIER & B LT, BANY AF VRAEIHRE % M,
ZOH) 8 HIH, BRWBIEFERTH S PARL 2 AT 5. YAF VR
FENL, WSS & — RIS b T B DS, WAEICBITS
BEOBEBH LS, I— FHEBTLZ Y v —7 v A2 cik
ANTFOEROKR LIRS N WVERZ 80 5. IH4E, Kty —2
I Y —DBYICZL Y, Intron HHIk % &0 7 BN AES L 2D
DOH 5. BHIZI NS OBIREMNT & B OISO W TR
L72w,

BlrAr )73

B SVBENERE | HREAEMSRURRY
K KA AR B

g

R AN L MR (Autosomal Dominant Polycystic Kidney
Disease : ADPKD) (Wil &I % 50 38N s HaAT M S8 AR - 3K
L, Mz EEBUA O 4 Ol b BEENA LS, ROFEOR
WIEEHEERETH A, NG E & S ITHEITHEICEREEIME T L, 70 7%
F TISHPEEDRITE A SIS E S, 2015 FICHHIFE S, 2014 4 3
HNY 7V v V2 ZHAEEREE M VvoNT 7 295 CKD G1-4, W'
A 750 ml PL B, BERGHEEBEAQSE B 5% DL o> A 1T L AR
&7z, ADPKD ICH T 58D TOMKEHRETH Y, FELELEHE
WL D T2 o T2 HER DR & LR TRIN 2 e 3% 2577 X, 2018 4E3K
T 5,000 % #8 2 ZIEFNI I G-DBIHEE N TWwAb. ADPKD O¥RiE%
Fl&#ZTEHEEET & LT PKDI, PKD2D22ohbH Y, %% &H
& LT Polycystinl (PC1) & Polycystin2 (PC2) # 2— FLT\w5.
ADPKD BE DK 85%H PKD1 DEIZTERBEINT, K1) 15%
& PKD2 AR T ERDIRN & S, PKDI BInIER AT 5 BH
X PKD2 £ ) — R ICEIRFERD E W, F72, PKDI Bz