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Cystic kidney disease

HH
Toshio MOCHIZUKI

£ B

TEARVEBE R B B X RS (S HAAAE T 5 T — ARG (pri-
mary cilia) ;D %412 X 3 Tk (ciliopathies) ;T 5,
B DA PEEREHA L 20, S X%
ICEEZ RS 5, BIEIZD 20238, AT~/
C BRI IRIBIZZETH D, 2T DAIHEZ K
ST ELDRL R, i, HROMBEESFEIETERE
(autosomal dominant polycystic kidney disease :
ADPKD) (3 ME— DR NFEIE DB BB R R TH D,
Z DB ILEBIEBRED o Tk b RV, BB TOFA
2 OIRREAE B DRI E R, IR ZHIHT 2 &L S d
FLWIBEIE (Y 7L > 2RISR i S, Bl
1E% C DERZEIHEH S IHRD T 5,

(=971 |

BIEEBEREDO B CERZ IR T 2 E IRk
Vo Ef, WROMAESMESFEIERNE (autosomal reces-
sive polycystic kidney disease : ARPKD) %> % 7 1 v 5
(nephronophthisis : NPHP) i3/ ZE g o Rk
ThHY, %< OHWZHE) IEBEREFOLRBI & U TR #Euss
BOEND, X 5ITRNTIZHE YOREE: L T8 FE R
(autosomal dominant polycystic kidney disease :
ADPKD) 232 DfRETH %,

I GEEEOBIEMEEEEOFEKERTDIZ LA L3
DRI 1 AR FHAET 2 A O ERET— KB
(primary cilia) JICRET 2 2 &, 512, ZN6 DBIET
25T K D MG (cilia) 232 ORREZ 7 < & D, %l

FRZ A PRBER RN B

DR END L) ZEBHSM RS, 2D, —K
TRE DEEAR O KIBDYS  DJa R kg R & i < Bt
T3 EHHWL, s FTHRTES (ciliopathies) | & #&
Wb XHTkoT,

ARcl, BEmEREaEREERZ TBER LA, 20
SR, BEBORBEMNTZ L L DL, RARIED
ADPKD IZE T 281 L WIRHEIE (N Y 7L > v ZFEEEL
HYFTEF KL,

| wees

B E, ML S M ZEH U 22 MmN/ e o
fpicEEn ez (@)Y, @k, cilia ZHFLEO A
ICHIET DG & LTl &4, flagella IZHFLEEDNE T
ICHAET 2B L LTEH I L2y, cilia & flagella (&[F]
FHEDO LI IHHIN T, WBICIIETO X ) LiESH)
MEMETE (motile cilia) & EERRE & L THED T SN 5 A
oKW EVDH 5,

B DN IFMNE % bl & L 7285 (axoneme) TT
ETHED, ZOHEITMIICEE S h LR /VE (basal
body) Izt T\ %, SEEMERE TIEPLICH 5 2 RO
/NE E RO 2 K OBUNE D 9 WILD PG TREL S
TV (9+2 #5iE) , ZUTH LT, —XKMETIEHLIEBD
WUINE 3FER T, FFHD 9 NOMINED A TR ST
V5 (9+0 ffid) . BilRICIER S A =V MEA L TR D,
MEDHEHEZH> T2,

kR 13RS N X (intraflagellar transport @ IFT) 12 & -
TIN5, MENTEAZART 2 I LBTERVE
&, A TERS N EHPBRENICEE S N, BB
WEINZDTH 2, EBOfmAEE, IFT R 117 MoE
HE»6K %), ¥rov-TM(E—%—HEA) LMlaE s 1
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Ciliopathy syndromes

ADPKD
ARPKD

NPHP1,2,4,5

[_Senior-Loken
[_Joubert _
(_NPHP )

Meckel

Transition zone

Basal body

Transcription
factor

( HNF1pB-related disease |

Bardet-Bied|

B 1 #ECHEIZECHBEREBREORRDFLZDEE
HMOEISEEERREBREER L 2o IOAICHE—POAEDOBEEXICT 2READF
ERR U7z b5, ME—HUE BERICHSHPOEREIEL 3 EMERIRE
L, BRIATRINS, ERFEEOEEE, £oE8FFHIHEIMARREH HER,IC

Lo THREBDEERE, RERRIRE S,

=55 IFT @ERPB/NEITh> TEEIL, S5&
00T REET 5,

WMERDEZ

eI, B EETARIC X D RET 2EAICERT 2
PEHEHETH D, IEWEROWBTE TOMBRTEH 2 W ILHA
WEDTERD 2\ XTI & 2 L ERI NS Y,
BERBEHOEA» GBI EINTED, Z2O—D2THAE
ftanzt, ~HOWEIEARICHD, IS FHR
Bz RT 5, R BEZE RN O KB IZEGLN T
H B0, LmHEHFOHETH - MBI A 2D ST~
Ll b, ZORBIINZ, WEMERN, WXRN, AR
EA 7 EOMME - MR RN AR ECHA AR S FE
FHRWEERTC, TR icEATZ D R
%, BAGRE DA H 5 \WIXES VLD A1, Meckel-
Gruber SEBERE (MKS) @ & 9 12 & figan ic BE iR %2 5| =
EITZEbdH Y, EFFEZRTHETOXRETIZM
FMEDOBNIE 72 & IR 2 TR LE L, 2D 220D
FERDSHRENE Il L 72 FREIR & e B, Z ofth, BHEEIX

(3Z#k 1 & W51, —8BWZE)

Other ciliopathies
(BBS,JBST,MKS,etc)

NPHP
(INVS.NPHP1,NPHP3etc) |

Polycystic kidney disease
(ADPKD,ARPKD)

HNF1 B-related disease Unidentified disease

2 BiEURREBREOHNT IV -2
(32t 2 & V)51, —&HE)

DI ODEED S B IkE E LTk, MERTEEE, JSHE, AT
PR, DA, A, I, PIRARSR O B, aig
e ETh %, Zis OfhJkEEIE, MK ORI
BOT—XKBEIRLTREKE2TRRT2HDTH 5,
Bl 21, MEETEREOEIA & LT, B EE O odour 24
EHPRTTAREOMRTE HITEL T2 2 Lo, EHD
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% ARPKD OZMrHE#

1ICMAT20D1IBERLEZRBH25HEIC ARPKD E2HT %,
1. EHEERITEHBECELN LSEE 2 8T AUNBE EEGFR
2. a) MEPBICEEIEEDD AV, 30 RULEDBE
b) BRERFT R, HALFERE, BEHKREL EICL V)RS N 3 FHEHE
¢) ductal plate* D&% % /R § FTIRER R
d) fREEFAYIC ARPKD EHERR S W -RIRDTFEE

e) MRDTHRIE

* B 8BICPIBRD AR ICHE & WA B ductal plate EFFIThZBEEDY EFU LT 5

BILT BT

—Jkfr e L CEIS NS L) bDTH 5,

BEEURREERBROSE(R 1, K2)

WROERBIEEIE S 5 WIE X PaRBEE OB TR
Wi~/ FE, WRARENEEIERBTOFRIEIRX Z
NEHLE L, FHIZVWAVALBEI»SfTObNTWVE
23, ARETIE, BRI~ NNICREET 2REORETH
% ARPKD, Z#REELELTR70vE, *70 Vi
Ffgr R, BP0 (medullary cystic kidney disease :
MCKD), HNF1 B (hepatocyte nuclear factor-1 beta) B
P, ADPKD DJHIZE#HK T %,

BRe4S S HIEERE (ARPKD)

A YRS~ /N VI i ¢ 2 S PR B R R O RE T
b2, ZOHEE 20,000 Az 1 AT, {REE O IZRY
T0NICIAEEINZY, ChETICHEIISNZbD X DA
BHOBEVHFET 2 2 L HEINTL528, HUHER
ARPKD (2R 2> & LR C 220 X h 2 SIS T 5
D, EAGHANE, KU 7B, ARG, R 2 s
%53 % (Potter iEfeff) , 23~30% D VRIZ 444 1 4ELUN
BB T 203, Z0HD 10 fEEFRIZ 82% L 3 3dY,
ARPKD D Witz RIRT Y, MEHRE T, @,
Hazk 30 B E IS & 20 ic 8 B, JEBEEROSABIE T, 4
RIS © 2 — 2R IR L 7 B hs380 505 & 23
BINTH 5, BHLRDOSNZ L L H 2D, ZOKES
i$2mm DUFCH 2, FRFLEIICIE, BAE S S ICE
JRANE OISR TH %, 2 D MM IS 2 o
BT HTBOIMER - TE D, SBREERD BB & £ 1
HOR, T 210N TEREA L, ADPKD
CTL 22 L b d D, FmIMEIREY, EHEs HUNI
BEFEL, 2 DBAMEIE 80% 12 J2.30, MFEAGPILIZ R 2 & 23

(k3 &V 5IH, —8WE)

o3, WIMEGHHE, BT Z 86 2 7z D113 HE
PCh 5, ARPKD OUIHICIXBIRRE L TR TH 523,
iR Z 2 9 2 & bFHETH %5, ADPKD ISR 65
BFEENE 158 0 ¢, SeRMENTRAELE (congenital hepatic
fibrosis : CHF) 7 & QN IHAEHRIRIE 2 & 72§, %, Jak
S AICFIIRD P I ductal plate & EEN 2 IHE TR X
TWHDH 503, ZOHPEOV T v IBEIETE0HbW 3
ductal plate malformation (DPM) & M:IE3 2 wfEH34: U
5282k 2bDTHB, 7277 CHF i3 ARPKD IZFFEY
Tl37 £, Bardet-Biedl JiEfE:#E, Joubert fEfERE, Meckel
JEMERE, Jeune JEMERF &% EDMOMEHRTH AL N D,
REZFICEWTE, HEEOMEST & PR THERE 23R
Eix e, FERMIRE, MEEREGELE IC X 2 Bk
JEICHET 2, ERMEEBERICOTEREPINE L I
%, WRALZ N7 EBEHED 15~30% EIEICE D L X
n, Fi, MIREGEREIC X 2 \EE2AHED LiIZ LIk
5T EDS, B S NICEBOBME b EE I NG,

JH RGBS 1~ 1% PKHDI (polycystic kidney and hepatic
disease 1) TH D, Gefiafk 6pl2 ICFFAEL, 131 500kb D
7Mbb REBBIETTH S, 4,014 D7 2/ Wed
5 K% % # H polyductin/fibrocystin 3G I AFET 2, %
DRI DEENHEL 22 2 EPWMEINTED, HE
DREEAD—OTIRAVLEEZSNTL B,

X707 (NPHP)

F 70 VB, HROAS MG O SR R
T, MRS CITHEE D e TARINEARICE 2 I b
JEDECBIEMIRETH 2 (6~10%), BB IC#fz
i 2 DIRANE FE O LMEALTH D, BilEIXIE R D>
BLAZEML 0357 B, JRME BRI —X
G, FEEME, thfERIcBS T 2 EROREFIC X YRS
LT TH 5, 20 il Lo JFPES FH3FE S TH
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D, nephrocystins & RS 41, HELOBERTHEICIRE
SNTBETHTH S,

RKUBEARICE 2 PFHERS 1RO R 7 1 V8
(infantile NPHP), 13 &4 % 7 1 v # (juvenile
NPHP), 19 %o EHM % 7 a ¥ (adolescent NPHP) 12
DEEIND, TDIH 5, FHEER T 0 VB R S HEDE
W,

1. %'R=%7 0% (infantile NPHP)

JE PR 112 NPHP2(INVS) TH 1), BHRZAICMA T, W
lgifs, TR, FHERREEZ &L, LR
5 5% CRIB AL IR 5, NPHP2/Inversin 1%
B-tubulin & AH AR LBUINE Dk 2 HEE L T 5,
S DA /NS E S T A AR AR M (planar cell
polarity : PCP) & % W Il 12 B4 5 L, NPHP2/Inver-
sin 23HEBE L 72 V28541213 canonical Wnt £ %> & non-
canonical FEEEND 2 A v FHA S TUTHRAE 1 Dtk
BERbh, EEESTE Y,

2. HEMR T OV (juvenile NPHP)

F 2 KBS 1% NPHPT T, NPHP £ 20~40%
Zihid 5, - BERHERE, #EBZEE (Senior-Loken hEfgHE
& Joubert SEMERE), M7, RERIEN (Joubert JEMBERE)
2R 5, PIHERIE, SR, SR, MEEERE2RD
%, EHRPEIMTIEEED 20, KPEARICE 2 HiiH13
T 13 TH 27,

3. BEH® 7 0% (adolescent NPHP)

T 72 JF A5 7 12 NPHP3 T pey mice DJFEFBEE T
H 5, k& b Tid MeckelJEMIHIERI S 2, HNEDIZD,
WHEGHGT, ZAR0E, HIXHRERATE, O, BiEMEL,
BIRERA R E2 2T 2%, 4~6 K THIK, SR, Wk
Pz &2l 5, RPIEA4ICE 2 F 631 19T
5%,

X7 0V BEREER I

NPHP @ 10~20% DIEFITEAIMERDSR D 54, + 7
O VEBEEIRREBOREREE L L TIEZA 6 Twa, 1ok
BT DOEBREFEOFIK L I bIF TRV LICHE
TRETH2?Y (A1, 2).

1. Senior-Lgken fE{%Ef (SLSN)

FSRE O B A ME 2 AP %, 1007 AT A,
JRIKES - & LC NPHP1, NPHP 3~6 75 E 3G I LT
%, NPHPS5, NPHP 6 DR CHE DMK ARZEEMIREL &
729, NPHP5 & calmodulin & [E###%& L, retinitis pig-
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mentosa GTPase regulator (RPGR) & &k ZTEK L, Y6
ZHAR D connecting cilia 72 & OB MG D —KAkE
RTET 210,

2. Joubert SE{ZEE (JBTS) (cerebro-oculo-renal FE{REE :

CORS)

AN HE DARIEZER, ki O T HE #44 (molar tooth sign),
R B%, SEEFEEEE, HAPE, ZHE, N,
ANIEAE, SIEEEEZ RT3, 10 HAIZ T A, £ 30%25K
HEARIcRE 2, FEREET & LT 20 ML E23sFE S
TV % (JBTSI~22), NPHP6/CEP290(JBTSS) 135 KB AT
D—DTH 2D, BETEROENCL) I EIF4HKE
BzRnd lepfonTes, O300FHDT I /DR
B v 7L —20)ClEMBOELEED AR % (rds16
mouse)'”, @Hypomorphic mutation ®#;4 % Leber’s
SeRPEEMRED B & 7 21, @Truncating mutation @
854512 Meckel-Gruber S #E % 2 2 2, NPHPS :
RPGRIPIL(JBTS7) & Joubert fiffpefifik o #8171 (cerebro-
oculo-renal JiEfEERE : CORS) & Meckel s J5 P E 5
?‘VC% Z)ISNIS)O

3. Meckel-Gruber fE{ZE# (MKS)

R - HEs D BENT, ZHhE, AR DA (L Z1TK
UEhE) 2 L, BOLREETH 5, 20 L Lo s 703
FEINTW» 3,

4. Bardet-Biedl iEf%E¥ (BBS)

PN, VERRBEAEAS N, REeEN, WS, BEERM, AERE
LM, SARE £ BT 219, At 18 oM - (BBSI~
BBSI14, MKSI1, NPHP6/CEP290, SDCCAGS, SEPT7) %3l
EINTED, s HEMeehRICREL, I
CEED S IBBEAOBUNE CoEAmEZ F D, BTG
DI EE LB E % LT 3217,

5. Oral-facial-digital fE{%%E£ (OFD)

X et B 8 s, BB, ZERE L OE, B,
5, PR OE I 29 5, BIKEET & LT OFDI 7%
5T C2CD3 HAE I NTE Y, WHFFFLEICHET
59,

I BEE=E (MCKD)

MCKD 13 # et (A g 1E A 0 NPHP (NPHP-MCKD com-
plex) ¢ LTAZ 6N 5,

1. BEE®AIE 1 8 (MCKD1)

W AR, YIRS R0 5, KB
IR RSB 5, RWEA2E#RIZ Y 625K T
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MCKD2 X D v, MUCI (mucin 1) DMEREE TH B 2
L3 2013 ARICHE &t ORI bR IRAE T % S &
BMAFvEAZI—FT %, MUCIIZHHAES 28 D% LI
%] VNTR (variable number tandem repeat) 2 1 ff@od > +
USRI NS LIIET 5,

2. BEREE 2 B (MCKD2)

WA E, UMOD (uromodulin) OZ %I X b
FhE T 2 BRIBTH 520, UMOD BB 1$, MCKD2 7%
5 DN RBRIRFENAE, RIS R IMREE B 1 1Y
(familial juvenile hyperuricemic nephropathy type 1 :
FJHN1) b 29 2, B8l S i iEmicii o & 112 23,
2RO LN b H D, REDWETIE, KEA%L
ICE 2 DIZV 56 T H - 722V,

HNF1.6 BE3E % £ (HNF1 B-related disease)
HNFIBBIETARIC & b Btk R % 23 22, &
PR EEE, BED 30~50% NEAELHTH Y, K
BEEED 2\ & b, HNFIB \Z G iEdmit o5
R AEBEPRPE 5 (mature-onset diabetes of the young
5 : MODY5) Q5 {51 & UCHE S 7zn3, JeRMEE
FR% %7 (congenital anomalies of the kidney and uri-
nary tract : CAKUT) DR & b 72 0, BEULREIRE % &
FLwvE3ng, HPEEGIE, W, 28k
BIZECEf (multicystic dysplastic kidney : MCDK), 5Bk
AFENIR (glomerular cystic kidney : GCK) 72 & X £ X
TdH b, %%, HNFIB IZEERTH Y, Pkhdl, PKD2,
Umod 7 £ DFBIZHIHL T % £ S p?,

EREAEESRIETERE (ADPKD)

FITHRATIHRE L, MBI 2 561k DB Ef T I
FeE - BERL, BREREDMET 2, M bHHEO R VIEEE
BRI TH 5 (3,000~7,000 Az 1 A, AFEDBEHTE A
PHET3% 250 5)%, 13 E A ED330~40 %\ E TEE
RCTREE T %23, REICHERIIIGARIC X 2 ISR (]
MBI, M2 &) DML, BB 4 IIKT 975, &
M, FFZERY, RXEINREE, Zhoiyy, Bam, FREEKSE
nELET 2GMEETH S, 2 HOIREELET23H
EINTED, 85% DA PKDI (16p13.3), 15% DI
B PKD2 (4q21) R FARE RO, PKDI RKFZDIZH DS
PKD2 K% & 0 bitfToss v, 158 Al ¢ O R E A4

BENRKRNIZ T ATH VUL PKDI %O A HEM: 3
VLGS H DY, FIREHERIIKYITH B,

1. ADPKD DJ%RE : WIS RE

ADPKD DK & 2R —o 1%, HEEHEEEICL 22 b
STHMAL T oiRENMETT 22 L TH S, ££0.03~
0.04mm O JRAHE AL Lo, £%0.2mm DA Lo S
WWENL E 72D, ZN0 Imm PL R % & MRITX ) ®
CHHHTIEE & %2 %, A TORMRERIZE 1T & S
TEDH, HAERICESmm, £0.5~1mm o %A%
10mm 127 % ¥ T 24880, Zhz i 15 4, 40 48
LR EN2®, 2070, BlSKEnY, BEetk
ERL, HIEFERP BB E 2 23 TIiidfY %
EHZET 2, Thbb, [M62OMRCHEIHE, Wi
FiHICREZETDIE, £ 5a, THRAKKZ> T
5, TH5, T, FEBRICEIIZED X 5 IR I T L
D, TNETOHRZF LD S,

1)EEFHFREERE - V—Eb vy bt

ADPKD 3t EEMEER D - », 2 %D PKD #E{5 T
(PKDI1 & %\ >\ PKD2) D9 5 1 MIZIEH % PKD W{5 1T
b, ZUHBIEFIENTLBRD, BIPRS00,
BRI S N2 DL, IRAEMIIC B T 1 ROIER %
PKD SEEF IR RS Z D, PKDI & %\l PKD2
R T OB TE2ICHET 5 Z LI X ) EEI
5(v—tvy 3,

2) BRI (K 3)

PKDI HHTH B R Y > AF > 1(PC1) 3FEEERIZS
kK, ZNICHETEPKD2EHTHL A RAF 2
(PC2)IxAh N> b (Ca)F * 2V TH B, MHFIFRME
FAEOME ICRTE L, PCl BIREZ BT 2Ly —&
LTy 7 F & PC2I{B#ET % &, Ml Ca 23HiA
L, RO RS (BR)HEfisns, 2ol &, HE
WCHEET BPClHBWIFPC2OEMICLY I B
ADPKD % LGl BB E & FRICERO—>TH
%%,

ADPKD T, PC1 & % \>1& PC2 #§RETESIC & 1 #llla
N CalREDHA T % L, 34 27U v 27 AMP(cAMP) %4y
fi# 4 % phosphodiesterase (PDE) i D& T 72 & OV (C
CAMP %4 ¥ % adenyl cyclase it FRZ H 726 L,
HHREAN O cAMP 2388019 %, cAMP | protein kinase A
(PKA) % /v U CHRANE b B Al dil, SRRy ed 2k 2
L, #EIEHRINS(E3), LrL, TLX=r Y
TLY Y (AVP)RE T v F 2T A&HE7PCK 7 v b T
FERLZIZEA TSR, 207y FMIZTAETL
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FRDsh

m

CFTR

%Hi}]@i*ﬁ mTOR

AC

WE
PC2

PC1

C aZ+ —

A

AC : adenyl cyclase, PDE : phosphodiesterase

3 BRERICEITIHMERY JFIVGERE SABREOERERE
ADPKD T, PC1 %2\ 3 PC2 MDFEREEKIC L VRN CaBEN BV T2E, 17Uy
27 AMP (cAMP) % 229 % phosphodiesterase & DIET & 5 UIZ cAMP % &R ¢ % adenyl
cyclase BN EHF & H =5 L, #IEAD cAMP ##EH¥ %, cAMP (£ protein kinase A (PKA)

E9 L CIRME LR AmReiEE, RARERTE

> v (dDAVP) % 5. L 72 & 2 A BRI It S 7z,
CDTEDS, XY TLYUBEREERO N A=k o
T3 2R Ent®, ¥4bb, ADPKD ORI
ffEaTlE, RV AF v DEEICK D MIEA CAMP 231§ 2
%?Mﬁﬁéc:ﬁ D, XY 7L UHMEHT % & cAMP 23 &
IHEIL, AHAENETE, ERORWMMEE S N, EREOBE
ﬁ#tb%ut#ﬁ%énfw%wo
2. ADPKD ODJFHE : BHRERE
ADPKD —Tl&, 40 i&tH»> & HEE R ER A E (eGFR) 23
KT LR, #9705 E TISERDOBEEPRIABEAR2ICE
%, ZOE FHREEIZ Y 4.4~5.9 mL/2y/4E L Wbt T
5, BHUIMR AN - KL, BRI T 5, FIRFIC
703 L, BRI L, BREREMET T
%, BEERRIE R 7 0 v ORERERE I X D Bl R L, B
&322 72 D IR T % £ TREBEAEOMIE T IZZD &5 1w (K
4), ARBRAPEETIZ, REDECE AR WA OMEST
DIFHEIZ 7 253, ADPKD T & 2225 EIC 2 % b D3
e, UL, BT (total kidney volume :
TKV) 23R & b 2 FEMHBI T2 2 &G I N TE
D, TRV ZET 2 2 LIk D EBOETEL2ET 2 2

7&&_@ lJ %H@b‘ﬁxmé hd,

EDHASN TS (FEAM =(R)x () < (BT
E)xm/6 & 5 VIFHEAR = (B x (k) 2xn/6), kit
DOFETIE, B Im 47 ) OWEAERE (WTKV) 2 5% HiE

fTEDOREEE LCHW S 2 EBRBE 7z, htTKV D7 v

A 7% 600cc/m & F % &, T84ELINIZ CKD (chronic

kidney disease) 2 57— 3ICE 3 f5EE L LT, KER

74%, FRENT5% TH -7 LG SN, Thbt,

htTKV %3 600cc/m BL_ETH 1L, 74% 3 8 LA IC CKD

AT =¥ 3IZE D, #¥iZ htTKV 23 600cc/m A TH 4

12, 25% L2 84EMNIC CKD 27— 3I2E 5 20 (K]

4)0
3. ADPKD DFifcREE 1 NV 7L Y U BREEIRE
NILINZ 5 >

W O OBRIERINE 2 B & U 72 385 D ARG 5
fibhiz, B THHEHTREE, BB L2 cAMP A%
g 28 7'V > v ZBEEEEE L VN T8 v DRFRE
Bicd 5%, 45 3 T M4 M I F R A% 2007~
2012 fEofIc 3 EMDIGERDT b, 18~50 %D 1,445
NS 72, 2D ERSHHEREL, TKV 5 750mL D
L, oL 7F =975 v A (Cockeroft-Gault )
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8ELINICCKDAF—I3ICE SR
ht TKV =600 cc/m — 74%
ht TKV <600 cc/m — 25%

CKDAFT—IBICEH/=EXDFE ht TKV
it 11,211 ce/m
BEif:1,311 cc/m

i (%)

K 4 ADPKD DEWEZEIL & Bikse
ADPKD T, 40 D S HERREEAEIET LD, W 70RE CICEHOEENRPBRLICEDS, B
HEEEIX X 7O OEREBIC LY, BRAEAL, BEFMPEVERT S TERENKTERBHON AL, L
PL, EFLIAD S EBREDEAE EHIETETSH S,

60mL/sr M L Ch ot FEH =211 Tirbh, FH—
KLY FAEA Y METKVOZEL, HE_XZy FRA Vb
ERRIER O ERE, ERREO B L & L, fE%E, TKV O
WM VN T T TN —TTHE2.8%TH - =DITH
L, BRIV —7TI3HE5.5% L ERICEML Twik, £
7o, BIEEEICNL PN T Y UEETIE, ARV 44
50 £ R +/100 7 A v —7 v 7/4E), BRI (LOE S
(2:54 x> /100 N/4E), ElEFEOEE (B 7 4 X b
/100 N/AE) DSHTEICD adpote, SHIC7 LT F v Dl
B (1/Cr) DS s VN7 % v EET—2.61[ (mg/mL) ~'/4E] & %
$eHED —3.81[(mg/mL) /4] & Mg L CHEICEBRED
B TFHEDNERTH 7, LL, PIAANT Y VBB WT
ADPKD 12 B39 2 IR A X > b id A 7 b o 7253,
ADPKD (2B L 2 WK R R HERERE R D RV F 2%
{, ZDDITHEGAT & e o 72 EGH 23% & B3REED
14% IS L TX D@ ote, BLEXD, ATy iy
SRR LT, 3 4R TKV 872 & DN B BEREAR T 2 4
FILAESMEZ RS Z L3 TE 2D, BIRIAIHED 7z D12
HRGEIR e 722 B E OEIG DS o 7 LRSI L T 22,
2014 4F 3 HICH R THI0 TRHT F 78 v 3THELT
P Y A B 2 AR B ) R I L TR BE A &
ots, ZOuWIGIE 1)TKV : 750mL B E, 7 2) B4R
BEGHEE (ATKV) = 42 5%/4EDLE, %73 & v ) 4k
MNhH B0, HEEAMOMEN 2 ML LN E 22, F7
F: 728503, eGFR 15mL/4y/1.73m2 A, #Efe, IR L

TOLHEEEDH 2 LMTH %, WIEEEZL D) ZTOH
B L LT, s, MW, TKV, 4TKV, BHHHE, SifE
A, EETE, BiksEOFEERICMETE 50, %
ENEZoND, I5ICBEEDHY, ZIETIRERAE
LED THEERE S T ICEET 208035 5, Bal, £
700 Bl o BEMRNTD 51F 5 ke, Fii & EARR (WTKV) 2
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