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L s

RIC ADPKD ZHEE(BEHBEETHEBEEREMRI [FLEAEESRUEBREZSEI N
FAV(E2R) D %ETRT. REAREDHER SN TODBEEVWEVWESICAITEEETHDIE, &
FRIEG®7ZT TR CT, MRIHEBROFMASEZE L THALLEETHD I EPHHTHD. £2<D
HZERICESEF O DY), ADMMBEEEZBSEICEE
BEBEHRDHEND. ADPKD FERBHABIEETH A THY, BEDFESLIC 50%DHEXRTERTT
%. LIeD->T, EEFIUMSBEHEICERLD,
V), BEMEERETHY LD SBEEFIMIZHEEICSENLR.

HEmAOBEICERD SR LZHIEBRZIED,

BRIATIRIIREEEEE ORREMDZIEEE L

&

% IRERRD D, WGBS - CT -
MRI 7 &) I2BW Tl OB IZ 5% 5 Fef % 22
W, ZWHIHESH THDH., TWRHCFKIREZ O %0

sIIJI:I

FEGIS & %78, KRN 2% BIRIERED SRR b UL

WraTaE Cdh 5 = &%\, FEERE % 5860 72 WIS
EEZONLHIE, RIEEDERTE TR W
B EENTEBY, BIETIEZ%R L de novo
PKDI, PKD23#&(5+ D PKD 5T 222 B VR
&7 5 DIFEEOHK 5%12F X,

HASED ADPKD #Z Wik (R) TlE, KIENIsA:
DHERENTVALEA & W WA 25T T
HITTVD. RIRNFEEDITER SN TV AR VIS,
15 LLT &, 16 Ll B CHAEDTER A 278, FH4ETIE
FREBEALEREZRDLVEELH ), EEIY
EThDH, HAMEEERE oENTIE, 1HH W
(& 248 D AT E RN D B B RERIL 30 UL T T 0~
0.2%, 30~49 % T 2%, 50~69 % T 115%, 70 %
DT 22% L s ST 529, Hlo MRI & v
7RG T, 18~29 M 11%, 30~44 D 51%,
45~597 D 93% 1247 & b 1ADFEN Z 3R 724,

WL, TOIEZE LI R b2 o BEEKRAEIC

BEBWNERTH BT, Lo LBH A TR
bbwt§ EEIX CT H 5\ ik MRIMiAE % v
%% CT, MRIW§ N BHERA L ) /NS A
A DR FE THIMTTRETH 2.

Bamns, PWEEIHEIALEZVENRSTY
ADPKD # 100%RE T 5 2 & 138 L v, ADPKD
b LVEBIZTFEETH Y, T PKDI & PKD2
PEAEEET & L CTHE S TV S Gt g 1 E
BIRETH L. L7223 o T, KR THIUITDHAELE
IR F7 M#Ma%h%«%f&%# e h
LHIEH TS & ) IZHIR TIEEEFZ W BED
%, EBICBWAEREICEZ T2 EARHATE 21K
PMIZIEEE-> TR, 2512, ADPKD &Zrai
72 BE D 6~11%1213 PKD1, PKD2\»$ho#fz
TERLHOP> TR WERESNY, PKD],
PEKD2UNOFALRZTF ORI IR S T\ 5

BEOL 2 A, HRAZEOH A KT 4 Mg,

BIEZFZWOBEENEHZHERL Thiw, L
L, Kidney Disease : Improving Global Outcomes
(KDIGO) controversies conference Tl&, FIEFE®D
2 \WVREBI TR AR EE 12554 L 2 WA B O B e % 72
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& <ADPKD sZHiE%> (BEEHBEEETHERESRERRI[EREABUSREBRELEN I RS 12 (&

2 hR) 1)

1. RERFRENERSNTVRES

1) BERMERTOE(ICEL 3EMULEREINTVRED

2) CT, MRI T3, @EICERNIEL 5 BUE#EESNTHZE0

2. RIERFRENERSINTLRVES

1) 15EUTTE, CT, MRI £ 3ESKRIER THE(CE4 3 B EERAESR SN, UTOREN RASNZHEE
2) 16 @ULTIF, CT, MRl £z 3BERIEGR THE(CE4 5 BUEEEIESE SN, UTORENRASNZIES

BRoV T N EER
O ZxMEMMEETER multiple simple renal cyst
RIBEM TS N—3Z renal tubular acidosis

O
O
O £EMBER multilocular cysts of the kidney
O
O
O

DL ER, BRBMO N F—I27% 5 RS H 55
BB T B2 L T2 S 512 The
Network for Early Onset Cystic Kidney Disease
(NEOCYST) #* & @ consensus statement (2 & 41
& NRISH LT, IFEICRIIREIRASEE L 72
W, BIETBHERESATHEY,

* SRR

31X PubMed (¥ — "7 — F : ADPKD or autoso-
mal dominant polycystic kidney disease, diagnostic
criteria, diagnostic standard) T, 199241 H#» 5
2019 4 3 H AR CTHzR L7z, SC#k 3 1417228
HAEE IO W TEELRR L TH D 7.

ZEMAE multicystic kidney (SRR AE multicystic dysplastic kidney)

BE B ZAIMER medullary cystic disease of the kidney G&E M 7 O > juvenile nephronophthisis)
LEMERS (BREZERMEEER)acquired cystic disease of the kidney
HRAEASMZRMEERE autosomal recessive polycystic kidney disease
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* 5| AR
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£ | ADPKD M#ftfessrs

DHETIE, 2015 FK) ZSRERRED TS

EfmESN, T 29 FERERT 8,011 fFlIcxt LT
BEEREDPZMIN TS, BEEE%E ACKD EEESRE— Y Y T THERSD),

HBHWEB

(TKV 750 mL BLEDDER TKV BARE 5% E) DWLWT Dz LEmEDPHRERS.

FEEH

HHETIL 2015 4E 5 5 ADPKD 25% V22 &
& LTI ICTRE S 7. BERTR AL, EAERE
#HE A (CKD EREE Y — b~ v 7 ChREaihs
CKD A7 — U HVHET & e AR 3 7 A 12 4E
%37 HDHEEIZHEL D) (R), 5VIEB(TKV
750 mL PA_E2» D 4E [ TKV 3 K#EE 5% DL ) o
N THAH. BIZE L TiE, The European Renal
Association-European Dialysis and Transplant

Association(ERA-EDTA)Y, #+ ¥ D% 28—
Farer AV L EBEOHREE LTWE. bAE
DEERIGED 20120 7% L L AEIZ 1 G, BERE
SRl 7200 CT 7213 MRIBESLEE 2 5.
ADPKD 12/ 3 5 2409 R — MIENC X D R
5. KEIOKRRIZ A 74 7 7 (EEEL) - X
T4 A FUKFIAETIT) Th D, AR —
ME v, WONTIZEBE % 100% R — L Tw
LED% L, —HoYR—-MIEFEFLETD, HC
BHEREZEDTE ) RELEHAHI L. T

=
RS EERES A1 A2 A3
RFITSVER Ex WE7LTIVR | BETLTIVR
R (r;g/EI)
: R7NTZ2/Crig . .
(mg/8Cn) 30 K% 30~299 300 LUk
BIE
BR REHER E% BEEOR BESAR
SRMEE (g/8)
BisiE FREB/Cr bt
N (g/gCr) 0.15 5% 0.15~0.49 0.50 1k
Z 0t
Gl | EXF/-(3wEME 290
G2 | ERFFRERT | 60~89
GFR X% G3a | BE~EERT 45~59
(mL/93/1.73m?) | G3b | hEE~BEET | 30~44
G4 | BEET 15~29
G5 | REAEFR#(ESKD) | <15

CKD 2% k2012 KYUBIA



IEFTYRICEDSSZHMERE (PKD)2EA 1 K51 > 2020

7T, EEREO—EEEOHECAHEERD L E)
2\,

* 5|ANE

1. Global Genes. RARE Diseases. Facts and Statistics. (https://
globalgenes.org/rare-diseases-facts-statistics/)
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L ESoBRESE

T <I|& 1984 & Bear OZMMEZELE, W ODOZBIEEDIRESN TS, FRODE Bz
T BERZHAEREICENTNRHEDHD. RALSNTE/ Ravine DZIEETIIHNH T
FpADEEDREND, PKD1 RRDAEXMRICIERENTz. PKD1 DIZSDRABALICED D
FREL, BROKEZNZEDNS, Pei DZMEETIE PKD1 RRIC PKD2 RREOXRICINAZ TIER
Ihic. IhSDBIEE, BERMBGREEG TN EZHEAGHOEIRELZE EITERINTEY
FEREEELBEICINELED, RRAEZHRELEIETVADSEREINEELDTHY, BARAIC
BRATEDPEMRESNTOENWIEOER T DUEDNHD. E5IC, BIHOBMEEICOMRBRE
LCEEFEMDPEEND D DIZRL.

7 5 OB ERE S B E AR X 5 B E % i
ELTWAYTD F7- 1994 4E121F Ravine DZ ik
2|2 Ravine D W #kiE (1994 48) 12| Pei D%k #2 (R) DS S, FO TERNDOIEEIVR SN
# (2009 4£)Y %R, WYL TIRV D DB 7.
DR S, 13 1984 4F Bear DB WiFLHEY G Ravine D Wik Tlx, 15~29 i CHLAHI: B 78
W R CH BN 2D, AR 18 DL AERR Nzl n L 3MiThr I b, WEDH LN
ENTVDLLD)PMEINTND. ZDOHBRDWEY} &z 2 EdHiE ADPKD L 3lrans. #h

5“]':'

& ADPKD DOEBERIIEERIC & 22HELE

i (%) =5 BIETEIE PREFAE

Ravine MZRIESE

15-29 Eiah 2 A E(@BH2VIEHE 99.2 87.7
30-39 mEICHFL 2 EULE 100 87.5
40-59 Iﬁ%l:%’? 2 B E 100 94.8
=60 mEICEL 4 EULE 100 100
Pei MEEZRIESE

15-29 Biah' 3 EULE(@BHZVIEAE) 100 85.5
30-39 B 3 EM L [@BHBVIEHE) 100 96.4
40-59 I_ﬁ X(CEL 2 BEMUE 100 94.8
=60 BILEL 4 EMUE 100 100
Pei 0)[5,%9\\%’9)&)?%2%

15-29 T U 96.6 90.8
30-39 ERLL 94.0 98.3
40-59 BEias 1 BEUT @8H2VIEHAE) 96.7 100
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WX LT &0 mEloya, JE ADPKD HERI Tdh - T
b HAMMEBEROBEN EA L7720, L 0L O
MO A HEE L % 5% Fizk L7z X5 12 ADPKD
DEEEIET & LT PKDI & PKD2 3015 T W
%. PKDI, PKD2\»§NOZETH EHHRAERILFE
U725, PKDI D3 ) BRNBEAEIZESL DL 16~
20 4R, EHLOHDL £ Y. Ravine OBt
BEWHMEHLNTE A, Z OB WE#EIZ PKDI ®
A RINEL NI FEMETH D Z LA MEE ST
X7:. 22 TPei 5%, 58 D PKDI £% & 39
PKD2 % %M 5, ADPKD LW SNAHIOTF &b
%, PKD1 5% C577 . PKD2 %% T 371 % xt

RIZ, BEWICT, BEOMAHERL ColrkiEs
ERCL 72 (FR). Z OBtk Cldbp itk FlEid 47X

TOEMRT 100% 7275, BT HMEDS 15~29 %0 A
855% (145%1% ADPKD T& 5 12 b & 32l
R/ SN L 2 B 5) & Ravine DZ W
R ICLHBEETFHMEL DR, oI,
Ravine 57%° [2 L L | O % RO IUI KD H
FEB RN TE L EEZTVDLDITHL,
Pei 5V 13 BET M CRE %300 2\ 30 BRI O
FEBIT b 2.1% (144 Bt 361) 12 118, 0.7% (144 1
1B 2 2 OFER % FRsd 72720, [3MEMLE] %
Rl F R L L0 EbNS. $72 PKD2
BETICER 2 320 Z2IEPNIRT LT, GRREE L
HEFHEIEE VDS, B & BT HEATR O (15~
29 7% 1 69.5%, 78% :30~39 % : 94.9%, 954% :
40~59 1% ; 888%, 92.3%) &\ RN B 5. Ak
WAL WBWEHERIIEBIO FF—L ) ) 5 BE
I2& o TIFRED S . 2 2T Pei 5V 13502 W

FREL TS, ZOBRNSHLELT S &, 405%
DI ECHERA 1TEUT (WEH 5 WIEHE) O%A,
Bt 100%, 30~39 ik CEENIAS 1 b 22\ 55
A, 983%THoTz. LoaoL, WD LIRS
DAL DREEZIORADHRE ST B0,
WAV OZ WAL T E IR & 2 BT ERAE7Z 1T 0
bOLH DO LT, HAROBWIIEEIHIH TR
L7z & D IRIRNFHEDHERL STV B 70 &) B,
F o E RS2 TR <, CT, MRIIZBITA
HELZRL TV L0 THAL. Lo L, Fimll
LB FIIMMETIZZ <, BREATHhI TV 2w,

* YRR

1% PubMed (¥ —"7 — F : ADPKD or autoso-
mal dominant polycystic kidney disease, diagnostic
criteria, diagnostic standard) T, 199241 H»5
2018 4F 12 H oI Thsr L 7-.
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2 BECHMELRE BT ER<)

ADPKD BZHICHEVWTHERIREL, KABALHSH/ILBEE - BERHM - MM EEEDEER
EDORERE, SfE RMMERSE, REERLE HH BESCEOBEE AROMEK B - AR
B, REEE, BRm, R BERACOBRER mE BE OF KRR FEROFELEDH
HR, MRREERILE RPBEEAEELREDRIRE, eGFR LR EDBHEERE, FMMR 7> +7
I27 14 ERAVCEENSMBOAT ) -2 JBREDDHIFOND. &, BEDMO/OICBDERK
DHIHRTHS. REN-7EFI-B-D-JIIYIZLZ—E(NAG), RHB2-v1oOr/Oo7J>

8% EDFRMEERBEREDANEL EITHEHEITD.

A

&

FWHI MR & BRI L 2 EROMEREIZ X

L. BEWEZHIIEE R 72DICR DL HwLNT
WA IR WT7ZS, ERERERETEOFME CT %
MRIZI3%5 5. E{EZHIC OV T OFMIIAET T
NN
NTITOINZTRER)
(1) KIEFEOTE @ RIEREZTEICL, FKAMEER
5. AN, [EFEHBE#EEEFEEET VA
)& a7 42013 4F 1 H) J(HARESS, @A T
EHA A, HARANEERYS, HAEERD
v k) v 7 a4 <https://jbmg.jp/file/2015/
news_130422.pdf>) |Z7R & N7 REEEZHE > TERK
T5. KIS, BENEDE BRELSOLEREEED
A BEFALM - MIEREESRZTOFEIZONT
EEEL CEICT 5.

ZWHREDOTHE TORLZ L )T, RIENTEED
R I N DEPIIZMICE > THEFIZEETDH
. EHHHFTTH ADPKD EH OB ASEE) AT
bILTWizbliF Tld v, B 2 3B DNE R B 72
DB % 2T Tz, BRI TR L 72 EOKE

sIIJI:I

JEIX, FRIRWEEZ R EEDES.

(2) BEEAEORER - SIE, MIMAEREE, IR

iE, FEE, W

BIRTY, 3 XRCOEFADPEETEBH SNS DY

Tz, BEZTEMELXHRHEIN-Z L2055,

BEIFN 2 S8 L IR IR I GYIE & 35T & NBTAE AN TR,

L7z, BYMIER D S, 2O RIZEETH

B IR A R oD BEAT VXN B IR B A 2 3 i (R oD

TREVE D & 1) HEFE IR T 2 L EHH 5.

(3) ERFAEROTEIC : WHRAYIMER, W - IS5,

JEEBNE G, SEAE, VRME, WA L. ZBRICED X

) IERE A L TCwA 2, ERO X9 % ADPKD (2

E2bDEEZLNHIERIZEETH 5.

(4) ST

OMUEHEE © BMEIERIBEAEICEL Y A7 R
FThDH ZHZTRIUETLOHR%5T, HE
THEMMICHET 2HEFEETH L. Bk
REVIEH ChHoTH EALTWE I LA %L
2\,

QPEFRHISE © EARL T, B EB B RS 5
A4 THET 5.
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& ADPKD [CHEWTHELGIRE

BFITOINERE
(1) RKE : BB (ENBEZST), REALM - KME
BE

(2) BIfERE : RMEREE, FRESRIE

(3) BRMER : NIRMMR, B, RARE5RE, EES B
B, FE, Bl

(4) B4R ME EEWIEMIT, BEBERtEEE2
S TRAETS), LE, BHMRE ZE

(B) FRMRE:[R—IRE, RILE REE/RILT7FH

(6) Btkpe: MBEY L 7F= 18, #EGFR

(7) BEREE : [BEEEREE, BEMRA

WETSRE
(1) M - FRARE : BIRIA R SH, 24 BREBRIC &35
HAEDSHE

(2) BIFR  EENLZT
(3) EREZHT : MRI, CT, DIBERRE, EHRE

OREERT R - RPN, EEN CI3Esti
A=A

OFMEOAHHE OHERE, BRRIKTICL DY
5.

(5) I - R

O EMIEIBEAEOREIIG L TED LN
D, EYEIC X MBS % R AT .

@I AL (B&EEH, 7V 73 ¥, Na, K, Cl
REE, JRFEEFR, 7L T7F=r74E) ADPKD
2B BREEDO A & F e HIREO M 1T
5. BRBEEKTOH 2 EETRINEZ LT F=
MED EAERD L. HERD S - T IR
FEFHTH S DL\,

@RMA—#E, JRILE « MR DRGSO, SR
MMR), PR, ®ER, BIRZE EOREH L%
TR 5.

@R EMERE - ADPKD T3 BB T I2fE W
RPEEANBESNG.

(6) BFEEREMIAS © HESY GFR(mL/43/1.73 m®) (eGFR
=194 x Cr ™19 x Age %7 (40413 % 0.739) )V
(7) WA

OB G B (IEER) © & b M 2 W R .

Q@A MR 7 ¥ ¥F 75 7 4 FHENEIRE D A
I -

WYL S IR R TR DA 2B o TV T

1) X AHHRIBEE N T WA ADPKD D i3 Al

THHROLETH 5.

(1) Mg - FRARA

(DCa, Pi: BHEBEIECTICHED 7V AREHERE.

QIR LA A53AT © BRI T ICHE ) 7 F—
.

@24 R EIRIC X 2 BEREEOFE : 7 L7 F =
)T T A(BRPLETH ), ABERIC
4T3 5 WA 13 G 8 72 & risk-benefit bal-
ance ¥ T ICEET 5).

@ORPN-7 L FIV-F-D-Z a3y —+¥
(NAG), R pe-~4zarua7) ik Lo
PRANE S B & O W 2 AT 2 &8
2F L.

(2) BHEFR  BEAVZTICOEEZID.
(3) mifgArAr

OMRI : KIHZHR

@CT : WHEHZH

QU AR R OB IBE % & Ee) @
A, LIRS O R - W ORI 8 L 7
%

OFERHE - BRIICKEEElSEDLN LA
79 Bk,

& HRRER

731 PubMed (¥ —"7 — F : ADPKD or autoso-
mal dominant polycystic kidney disease, testing,
examination, inspection, checkup, laboratory diag-
nosis) T, 19924 1 A7>5 2018 4F 12 A DM <H#
L7
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2. Pei Y. Clin J] Am Soc Nephrol 2006 ; 1 : 1108-14.

3. Mao Z, et al. F1000Res 2016 ; 5 : 2029.
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6

BRISE

FRARERPCEGRZED S, ZRUEHMEBTER, BRRMBERUEBER L CIEECHEREE RSB (R
&, HEMEUELR EREMERMBERRZENT 5 (X 2). RFICHEETEBILED 30%IFEARELL
HOARBPLRAEKRZEREZ, ADPKD EZEIENTULESIEFAHGDP B EVEVDIIRDPHRETHS.
FOMICHEEREBARLUEZ R MEERE (autosomal recessive polycystic kidney disease :
ARPKD) 36 &£ &V, BEBEHABMHRBEREME RSB (autosomal dominant tubulointerstitial
kidney disease : ADTKD), &&F %70 (juvenile nephronophthisis), CiFEEEERIEEEF
(oral-facial-digital syndrome), Z#RaE (multicystic kidney), ZE&RMEMMKE (multicystic
dysplastic kidney), ZEMEZM (multilocular cysts of the kidney) &R EDERIITNZHEREL
TEFoND. BERKCEBY 2EHINIRRBICIKEE ICHRLOERROS TN, BERLVIIEFNRTE
BN RFIRDPREESNTVSED, BREFICENSOMRISROSNDB EIFRS T EELRZIHEK

ENBEGEHS.
S 2R 21273, ADPKD, ARPKD % &% < O#E{s
3 B M B ciliopathy (MBI g E) & L CHl
ADPKD & O HI 5 B LBV B L Rk B SNTW5, BITEF T25 Db kT B B B

BdHh. EHTREEED ) BRROLBEERE EFHFEE SN T BY(R3). AL

&1 ADPKD LIS DELEERIEERE

P P BHOATEAES BENEoh 3 EE ER TS
SRESOEEER | 0 | AIREOBE, E B | TNTOER 30 BB, B E & 6o
ERUERAEES | 5~% Sy B ESRD [=%6¢7 L CERIAR

BN 7 (1-2 e L) Bk BIEREIE, KSR, TR,
i ’ e ¢ - J "
SEtRLE | 92 _RIcaT TNTOFE A, DR

ARPKD 2 OEAM NEBER . EAE, ARSI

X2 IRETCHBERRMEES

R I ERODMEKRSE FERINR DN BEH byl [Pt AV Y2 =)
SREEMMERR | 2 | RITEOER, FEHRICHM INRTDOEHE 30 mARiE(ER, MEne &6 IS
BRUEEQEMERSR | M~% UFAM A ESRD (25617 U CEREZR

(i 13, 17~20) KUBE)

13



14

ITEFYRCEDI<SHEERE (PKD)2E A1 K312 2020

x3

FRBCHERREEENETELF

BInF

£H

HHlENEE

BSHER

Autosomal dominant polycystic kidney disease

PKD1 Polycystin 1 —RWE, TAEV—LA, EE | B BEOBRRER, BENEIME < LERER,
B, #E#ES, tight junctions | XENIREE, 1BIBARMLE, BEAILZT
PKD2 Polycystin 2 —REEE, ovE, ek PKD1 EREIL

Autosomal recessive polycystic kidney disease

PKHD1

Fibrocystin

—R4#E, apical membrane

FRMEFHREE, hOVR

Tuberous sclerosis complex (autosomal dominant)

TSC1 Hamartin BRI IOV —A, MRS | (EERM FAEMEREE TEREE v
18 Ny F, MEERE KhEEOELE, WELKT
1EET, SIRMEEE, ) o/ NIRERREE
TSC2 Tuberin fRRERI IOV —LA, HlEE | TSC1 &EU

#&, polycystin 1 & DIEEER

Von Hippel Lindau

disease (autosomal dominant)

VHL

pVHL

i, /g,

hiRER MEFE WE) >V /N\EE, MEMERE,
BeiiE BeRASWES BRERTRE, BE
LIFEE.

Autosomal domina

nt tubulointerstitial kidn

ey disease : ADTKD

UMOD Uromodulin AWAY LD —T L1TH EFEMERE

MUC1 mucin-1 EAIFRAE YA

REN preprorenin ERIKMERE, EIREE hEERIE, AKI VX7, JNEEIEN

HNF1B hepatocyte nuclear | &, B, B EEEOHMAIBER, BEE
factor-1b

*702% Nephronophthisis (autosomal recessive)

NPHP1-20, NPHP
1L, NPHP 2L,
TRAF3IP1, AH11,

CC2D2A

—IRWE, ik, EEN &
Ba '

EERZME (Senior-Loken syndrome), ERERE
ERSAAE (Cogan Syndrome), E{GIERTHRIELE, K
HEFAA2 (cone-shaped epiphyses), /J\iEE]
KEIBAE, MWEEEA, DEPRIISE &

Oral-facial-digital syndrome type 1 (X-linked)

OFD1

OFD1

thibvk

OFFN (B2, O3 HKLUEEHE, broad nasal root

Biedl-Bardet syndrome

BBS1-BBS421

BBS proteins

B, fIREMEE, WEERZIME, BUBES, MR
HEREE ™E, S - GIEE

Hereditary angiopathy with neuropathy, aneurysms and muscle cramps (HANAC)

COL4A1

COL4A1

#HRESY core matrisome

ErEE, fh/\MERR, HIEMSIREST, FEEAEITE

Hyperinsulinemia with hypoglycemia and polycystic kidney disease (HIPKD)

PMM2

phosphomannomu-

tase-2

FrEf, RS > AU 2 HEIE,

(i 13, 17~20) K BE)

(tuberous sclerosis complex : TSC) D &=L H
et (AEEER T, ZOSEMEIX 10,000 Al 1 4]
Thb. TOEMLBEMLETIE TSCI & TSC2HBH 6N
TW5. TSCI OEIETEWIX hamartin, T7SC2 D
BE T X tuberin TWFRLMLENI 7 0

v — LM EHEIZBI G5 4. TSC D#20% 122
Rz bk Y. IR ARAEAE, TR PRASAERE, I3,

ROERARE 7 E DR AL, MEILEERE, AR
AR, BFMEFNRIE, TA»AZENE, Kb
i, R B B E, AT E M 2 RMIE, (O



&4 ADTKD 0548

II. ADPKD : 22l (EEf&% - fER - IREFFR)

BEERT | HEESNTL SRS TERDIRR
UmoD ADTKD-UMOD UKD (uromodulin kidney disease)
UAKD (uromodulin-associated kidney disease)
FJHN (familial juvenile hyperuricemic nephropathy)
MCKD2 (medullary cystic kidney disease type 2)
MUCT ADTKD-MUCT MKD (mucin-1 kidney disease)
MCKD1 (medullary cystic kidney disease type 1)
REN ADTKD-REN FJHN2 (familial juvenile hyperuricemic nephropathy type 2)
HNF1B ADTKD-HNF1B MODY5 (maturity-onset diabetes mellitus of the young type 5)
RCAD (renal cyst and diabetes syndrome)
ABH AADTKD-NOS

RERUTIE, 1) > 7 SRS IR 7 & DSEIR 2 Fef & 5
%2, PKDI BB iR ALAE O B AT 5 T
TSC2 &, PKDI ®#E#hy 7% K%, TSC2/PKD
contiguous gene syndrome & FEOF, & E AR LAE &
ADPKD i 7 DFERAHBLL T, EEN b #Ei 1k
GEHEMOLE L ) EET, GEH 25\ IZ/NES )
O HERLERERAEEAL L, @5 20 AU IR EA
EZHEBY . F72TSC D 30% (X HELE LISL o $I Y
HRERE/RE, ADPKD LM TL % ) EMD
Pl vk vbilTwn s,

T A vy TV ) r FYiEOBRMRIEAILE G b
B MEEIRT, £ OFSHEMEEL 50,000 A2 1 BITH
%. 25~45% OHE BT HAK A R R0 Ml 5 o 1ML 2
BE, WEgEN, B, Mg XY
B OFAEAHFE (X 5,000 A2 161 & vbEREA
EH ST AW, BRERIKMUEZ AL, &
R4 B 1 5 UL FLBE O paintbrush appearance
DB TH 2. ADPKD T b Hilc A% 14E LA
I8 L, ARPKD &RIAHE L2 &b B 51270,

F 7> autosomal dominant polycystic liver disease
(ADPLD) & ADPKD & O # R A LETH 5Y.
ADPLD O E AL #{nF & PKDI X PKD2 &3 7%
%971 fitskiz ADPKD & ADPLD O BI3 B #E
DHEME L VDbILT WS, BIZH b2 Il BN
HDOENDLIZL Db LT, BRI 3R
PETL TV UER b DY, SEHNICEH%RT 22D
%5 12>.

B Gt AR R RO R R A (autosomal

(STBR 13) K W)

dominant tubulointerstitial kidney disease :
ADTKD) I3 gt BB ZREETH 5.

Uromodulin(UMOD), hepatocyte nuclear fac-
tor-1b(HNFIB), renin(REN), mucin-1(MUCI)
PIEREEF & LTE#BIn, £ ADTKD-
UMOD, ADTKD-HNFIB, ADTKD-REN,
ADTKD-MUCI EFHIN TV 5. fERIE, HERR
FAZ XY B4 BB O 44 (R ZENL A, med-
ullary cystic disease of the kidney : MCKD 7z &) 2%
fii > T\ 7228 Kidney Disease : Improving
Global Outcomes(KDIGO)consensus Tld, #t& L
TADTKD Ol %3 R L T2 (R, B
TROBF LI, REICL > TR ) B2,

Oral-facial-digital syndrome (I 2B TH ),
X EEEEATH ) BEIFEILEOATH L. [
WER, BRI, FEE»3H 345, OFD1 O
50% 113 S EILE D50 b1, 40 K CTREAR
LI E LW, ZFNEFILEE (multicystic dysplas-
tic kidney) (X I IZSHE L, ZENaEED AIKLASE
HTH 5.

Z DAz & Bardet-Biedl syndrome, #HAEMA 7
O > J¥ (juvenile nephronophthisis) 7 & @ & =4 &
TNV ESH S N TV BEY . BRSBTS
EOHERNNLEEFZWD R S HHIEH, WwE 725
BOEMICITHED S, LarLl, kit —7x
Y ADEANT X HEH O B AT BAR T W E S B R 123
MLTW2 ZEns, ShanEEEEEEOH
BICEHCE B Hb@ A e Bbhs,
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BRMERBICIE, SR MMM I R 12 KT
TOVEE R BN D 5. LI VEHMMER RN & 0 f5IC
IS 52 A% RnDds, HETITHEAMMES
T ChH D 2 &, HAMEERER CITTELICE
BLew, DFNEEREZE/ERVWI ELENS
ELh b, BRUEREEREE CKD D 7%, XK
HIEARED 20% 1280 5052, MHITEIC 4555
a5 b, BRESERT T 5128000567,
BRBIIIEE»H 5V T A, ZUIx LT
ADPKD TIZEEMPEERE L 2 b720, HOK
X S EWHEOEANBM OB & 72 5.

* RERER

##1E PubMed (¥ —"7 — F : ADPKD or autoso-
mal dominant polycystic kidney disease, differen-
tial diagnosis) C, 199241 H2>5 2019 4 9 H DM
i ffﬁ?ﬁ:\' L7z,
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L
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O O 0N o O W

e e e e
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IS

Barua M, et al. Semin Nephrol 2010 ; 30 : 356-65.

Pei Y. Clin J] Am Soc Nephrol 2006 ; 1 : 1108-14.

Dell KM. Adv Chronic Kidney Dis 2011 ; 18 : 339-47.
Wolyniec W, et al. Pol Arch Med Wewn 2008 ; 118 : 767-73.
Brook-Carter PT, et al. Nat Genet 1994 ; 8 : 328-32.
Sampson J, et al. Am J Hum Genet 1997 ; 61 : 843-51.
Fick GM, et al. ] Am Soc Nephrol 1993 ; 3 : 1863-70.
Hoevenaren IA, et al. Liver Int 2008 ; 28 : 264-70.

Li A, et al. Am J Hum Genet 2003 ; 72 : 691-703.

Davila S, et al. Nat Genet 2004 ; 36 : 575-7.

Drenth JP, et al. Nat Genet 2003 ; 33 : 345-7.

Pei Y, et al. Adv Chronic Kidney Dis 2010 ; 17 : 140-52.
Eckardt KU, et al. Kidney Int 2015 ; 88 : 676-83.

Sall S, et al. Clin Genet 2010 ; 77 : 258-65.

Coycott KM, et al. Nar Rev Genet 2013 ; 14 : 681-91.
Calvet JP, et al. Clin ] Am Soc Nephrol 2008 ; 3 : 1205-11.
Torres VE, et al. Lancet 2007 : 369 : 1287-301.

Lanktree MB, et al. Nephrol Dial Transplant 2019 ; 34 :
1453-60.

Luo F, et al. Nephrology 2018 ; 23 : 904-11.

Forsythe E, et al. Front Pediatr 2018 ; 6 : 23.



@ ADPKD : 3215 (FEfR22 - JEl - IREFE)

/

E{REZHA

BERIREE ADPKD ZETOEBEAWERIRERSED, ETEFMOLODONAFT—H—ELT
TKV (total kidney volume) BiZETdH ), FREFAY T 4 O—ICIEEM CT H2 L& MRI DBEY TH S.
EEREEERODY, EFFHOFERICDOVTIEZDY AIXRRT 1Y MNT U RICHHERITNNET
HB. FERBRELREDEELREHEICHT 2EEZHEORAKALEEETHS. MRA [SRNEIARED A
JU—Z2JICBATHY, HbHETIEERNICITHON TS, ADPKD BEZIEOEHFEEIL, &
BHRBEOATHNILEHM CT THATHY, DHPEOBRIEEREIC TKV XZOREFNEHHET
HBZEHEERTNE PHLEHE 1 EIZFTAINETHD. AT —=2FBHIOEGSK%ERD
SITOINEZEDIEERSAIDPND. F|IERO/NRICH L TIE, BRICHBREXUY N - FXUY MRED
BRETAHEL, MRERADPFLELABRICIIEBERTHORI ) —ZVIREBEEHETIERD

HB.

TRRLPREIAE IO S B EEZENC DOV TEFIETHNS.

RS

ZTE RN O ESIEE O S

ADPKD D Wrid ZIEE & B ESZ W L - 5
WaZERT A bEE 5. BMRkEL i+
ME ) DMHERT DO EGZHPEEE 2 5.
)i e L CEEEBINE, BERSEZ L cm
DETHNIEFEET 22 EDWHET, R T A
N, BEWOENSEZ T, ROLL AL TWY
LEGEZHCTH D LhL, BidBLALIIC
ADPKD O Wik C¢id, miHl R EmyiG /2 &
NAUE ADPKD Ll s b, EBEORKTIL,
ADPKD & Z W & L7 EBIZ BT b B RN %L,
KREE, LA S AR Z: ADPKD 13K E <Rk
DY M7% v, TRTOBFEN M BERNC
BIZTFZW 24T 2 LW RBUIRTIE, BE R
FTIE7% L CT & 5\ Id MR TE 4 & & Pl 25 0
HRZW & TR 52 0T L.

A7) =27 & UTHOHEIRER

PKDI #7554 B % T3 30 L L TIEIZ100%
ICHENIBIZR SN D DS, FEIEDE WV PKD2 {51 5%
FERETEIERI BEIN VW EDNHD,
ADPKD RADHL B FIRICH T LA 21 —=
7 CHEZ W BT B 720 THE 52 &
XEETHLVLENH L. BEEZH CEA D
BHHRVIZH b5, ik ADPKD % 38iEY %
13 10 AR, 20 At 30 At T2 46%,
28%, 14% T 5%, ADPKD BEDF & I2x$
BN DWW TIIBIE TR 5 28, HANIHAE T
SOV TIEH— Lo BRI 2 <, mEMIZY
FIWTIEEE v, FERNC & - TEIRIE 2 & B EERIASEE
DOENY, FOBITIEHBIEAII IR Y AR
O/NBICHF L TEAZ ) == FRIERE L 2w ED
HRLHHY. 30 mAH S EIME - THBIIRIE O SR
DEL B D EBENAOLESEDEE D &, 30~39
W COBINZH RN IBB UL TH L & EEET
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L, 20mutEE BEICA Y ) —= 2 Tl a179
C LRSS . I 305 HTF TR THA & 21T
C ADPKD 25578 S NS Z DERFSRET 5 W HEME X
BweEZE2zoND, Lz2o THOTHRELZ ST 5
BRI EZETH Y, 10 mfl, 20 ATl M A L
B, M e & b ITHREOM R Z L3 Z &3]
BETHhAH. 72721, HETEEIMER ADPKD %
B L MR 2 A3 A REFNI L CIIAEMRIT 7 [
BZW T I RETHY), MELZTLDITEER
LUK EOERTHLZ LB E 2 T4 DR
WL BRIV IEETH 5.

Kidney Disease : Improving Global Outcomes
(KDIGO) controversies conference CTi%, /NEIZxf
THAZY ==V 7R LT in’,
Health Australis—-Caring for Australasians with
Renal Impairment(KHA-CARD) ®# 4 F5 A » T
3, RIREDDH B 40 LT T, Bk cg 4+
5 &) GEREBSHERETERVWEETY, 148
ZOEGZ W 2 3~5 FMIFETEL T 5.

AR LTI, RIEEDS 2 WBETH, 25 mm
A2 D LD RPN, b L IEmES B VIEE 5
HETHNEEL R 2B W e kK0 2ER LD 20,
W T DBROTBW G EI3HEE L T wn, %
BI/ANET O BRI AET 5 &) 2 BER LR
D LIEBI NS % (B 1). The Network for Early
Onset Cystic Kidney Disease NEOCYST) 72> 5 @
consensus statement'” Ti&, /NEIH L CHi{5§E M
EEOIAT ) =2V T ERATHHEICE, FENZMW
BTNt F 2 R L, KIEEND 5 157K
T 1 OB RN % RO 7B EIITHIZL T D
TREEDE DO TEV, HIIKIEED S 5 /NEIxT
FTELAZ) == T IZBWTHERPZEO SN
PHEVOoTHEHEZGEST S I LIETE 2V, 3
ELNOFAZ ) —= v ZIFHEREL v, 72, /b
BICEFME R 2RO 120F, EREERA
KT 2 HEPLETH L. B ARIIEHELT D/
JBIZx LT MRIIC & 2 W3 HERE S T2 nas,
NEO TRV ISBE HERAADIMRI £ ) b/ S FHif
SN BEmA D B2
TKV AIZE

TRV IZAETEHE O NA A~ —H — LB SN T

Kidney

1
12, /NE. [REBEEGETCEERZRBDS.

BB OFREICEB X O TKV 2MET 58O
FEPHESIN TS,

(1) BMEE2) : HHNCEEELIET S0
E, UTFo L) ZitEsfivsntns,

Fri& %588 = /6 X length X width X depth

(2) Manual Planimetry (F)iEHE L) @ FET
BRI AEDETHREDE, 11 OAEE % £5
L TKV 25tHT 5. §XTOAT A ZAOFREFIZ
Mg MEEDPFHTLETH ), REEOEHEN
KEW LMD 25, HiETIZS5 50 e S,
FEBROERR TOMEIZ I35 S 721010

(3) Stereology (VZA&RfENT:) (B 3) @ B4
—HLCTELFMAL Yy P24 T, BEK
AEHLTTKV 22T 5. FEEBENEELD
LEESD, EMSIEZYy FEICE 27720, %
BROBRTIRHEIE L 2\ L s b 5.

(4) Single Mid-Slice technique (B 4) : FEIRKT T&
Rz R L2 CREEMEZ ML — AL, B
BB &S TRV 2514 2. fif2, &<
T CBOBEIHEHETH D 2 & AR
ThHY, SBESLIRANLETH 5.

(5) FHBWEEEDE) WA TIEVOrDEH
B EESHE STV ROP bAETYH
BHISE S AT ARMFE S N, EBER LT\ 2 i
HO L% v, FEE LD bR T E T RE 2
ZEEHLET, SHICLENIIBERICHEZT 2%
JIUSHEDSHIB E N2 WY 7 Mo 7278, &



II. ADPKD : 22l (EEf&% - fER - IREFFR)

2 FERPAICK D TKV EIE
FBDOI3AMEAEL, BHCRELTEHETS.

4 Single Mid-Slice technique
(LXK TKV AIE

5 ¥BHAEE
BROKRMZIEET 5 (a) cHUETHRB2AZHMET 2 (b).

MTIEZNIAZEL Y, LS OHEHEICT L. ADPKD 0¥ e L CExboTERR B
DWTWVD, %% L TKV 25BN K T 2HEBI A 70 < 72 <,

(6) aHBHED  FHE L ) EHBOIT ) HYER TRCOFOHFAZ EHEE#T 2 2 L3 L B
B CHEICET 22 EATRETH L2720 L WTIIWNEETH 5. EBRZ ADPKD 2R 2 W%
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6 ADPKD DBERE(&

KNEHEDO T I—EEDED(RI)ERD
KOICHABDODPERTHD. KT
RUEARBII-EBEDSPPE AH—
mERI, BRHDVNEHIODPRDOND.

W CREBEELEMETH-> T, BERLERIE
B HRRPBET A2 DLW b H 5.
L7z CTHIRTIE, 2@B#l%E TH 57z TKV
BN EEEHERT LI CHCLIDIEE b
ek E2 5.
(B3 6)

ADPKD D2 & 5EA1 0 72 6 0 Fa A (1 1] 15 K 4t
7 HiRoOERORE, BEoKkzS, BHEOOR

JHERDOIIRO A WL+ 5. KA b, fH
GEWEDRE N EOR DD 5708, BEIEESCHEITE
OEFIE CT  MRIIZI345 5% & 5 |5,
BB T, OIEEEDRS, OQFHENKE,
@l DOBHEWWETHA L Z LN TELEHOKE
SIZIFRA S ) E K% ADPKD @ TKV OHI5E
Wit Th s &, HEMBEHRLD R WY BE
B>17 cm TIIHEEHEMREEZ ZERB T RETE R0
bubhTwna®,

B 712352 CT %%, B8 12 MRI T2 i@ i i {§ %
R, BROMEZK BN O, WIS
BHTOZWA, FEbLne XICHWDY ., wihd
AEEHRAEL D D/NS VY 4 X0 ORI E
M, HFIZ MRI Tl T2 S E{$12 BV CEE 2 mm
DML L FETEE Vb Twa® . £72, TKV
MRI % I 7235 A DFE7E13 5% A & il ST
B30 L L CT TSRS, SEHIc L 5
TUVFE -G E B#EE, MRITIEH FY = 48

7 ADPKD Ms&F CT Eff
RNEHOERIE (FRLIRDO KD ICHA
B2HDHERTHS.

8 MRI T2 i&2fFE(E
MABRICIEIZHDOEES TH—RKX/ND
EZRHPBOHOEND.

H & #12 & 5 nephrogenic systemic fibrosis
(NSF : BHa g HRHEE) & v o 728 EFRER D HE
SNTHEY, FCEZHOMEHIZOWTIEZD ) A
JNRAT A4y MbNT VAT HEETRETH
28 L7zt o TRBBIEIZIZHEM CT & 5 VI
i MRI? H539R S 5. ADPKD D47 EE 0 313
BHERE L W BEABETIT ) 13 DEYTH D & LI
ENTH Y BEAEOBEHEIITEM CT %
HAIMRI DT ) 258 EH W EL D ENL TS,

(1) ¥EMMEEEEEE:, CTyu s 974, MRY
07774 ADPKD OoZz BHiy L L CT17 ) Fidk
FThv, Ak ETREDEBEESSEDILLS &
BB & 72 B AN BRSOk
LCIdERNE LTRER L 2w,

(2) BEIRINE ST  RENKRELETH Y, ik
2 B % B CTAT ) REAE T,

(3) 17— N7 7 EPMA | BT ity
Bud, BRI TR ST M 553, MRI &



9 ADPKD MOFFERR
BESLUHERVWTIAEEXRTHY,
ELL0OBRREMPERNHELL.

B OME IV STV,

TR T O AEFTIE, BT DRIz & 9 I
REBBEICHEMBRL, BUETKV 25 Wit & EHIE
TKV (height adjusted TKV : htTKV) i ADPKD @
TN~ = — LRI N TV 5. TREZ WIS
179 REEGZWOMHEEIZOWTIE, ElckoTY
AFLLRLENY —EORMIR. LAL, b
HETIREER TR EE D AELETH ), FEDA
DEBRHNEIERINLZ Ehs, PhrEdbl
FELDNIZEBR L, TKV, htTKV ZHlE T 5 2 & A
XN, WHNOTA RITA o TH, F£1HLD
HHENAETRE TRV EHERELTWEL00 H
637).

ADPKD Tl BN 0 YA HHFE AT O BN |3 P2
faTd b, 15~247% D 58%, 25~34 7% D 85%, 35~
46 FE D 94% | IFHEL % 78D B L s ST W»W A%,
L7z TIHERDED 520G 0WRT 52 L1
ADPKD & o FfaEERE L EN T 5701 EE
Thrb 62, BERBIUHERWINLOIEE
WCEKTHLZEDMTIERL, Bl EL5DH
KHPFHNCEE T HZ LD DRLRW(E9). &k
Tlk, £EETONERARNE TS #E 3T
\13627).

II. ADPKD : 22l (EEf&% - fER - IREFFR)

* YRR

1% PubMed (¥ —"7 — K : ADPKD or autoso-
mal dominant polycystic kidney disease, imaging
diagnosis) T, 1992 4 1 H %5 2019 4F 11 H O
THRR L7z
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22

ADPKD IEmERERF A L TOW D EREBHABIEETR THEH, HEFICOVWTISEGZE Tl
BOBRICZRT H2EEOFED SZMDPBZ THS/H, BETFIMIEHT LOBETIHER.
ADPKD DEEZFMREIL, MIEBMTITONTODIGEEDNZVD, EFETIE, RERERN THS DR
KRICEIBDREE L TEATERI B ENARER D, BEFMWREZRET H5EICIE, TOE

et EBLIEDATERRINETDHS.

&

ADPKD & PKDI #&{n¥ Bz 16p13.3) £ 72
\& PKD2 #815T (GEI5THE 4q21) D2 & 1) 5E
T 5 E G A BEERERTH LY. 5T LIS
£ 0 W D B fi R i 2SR LT v 2 BB 2 D0y
TIREGZHTOBMPES TH Y, BIZF A
AT MEII RV, FD720% { O ADPKD 1
EIRFAIRRA OIS 7 5 2\,

—77, HEEERRAE - EEFRRAEO B —EER,
FF— M »IEREETHL L EMETHI L
HHREE G AR, HERBRPILERGE R EI2B
WL, BIEFREIRE SND 2 EhH 5.
1. BIcENREREMEICH=>T

HARTIZZ N T T ADPKD &I1ZE T2 Wi i3 k%
B - WFZERSBICIIEH M & L TiTh N T & 7228, o
7 h Ny —r AL LCENO#EERE
AT (23 & DNABFZEAT) IS8T 5 2 LA HE &
o lz. 7 B TIE ADPKD OBIET-Z WL
BoEfsThH D, BEICHERETH S Z LBl
D) 2 THRELEHT 5.

BRFENREOEBIZH 72> Tk, HEAESS
(BRI BT 2 BIZFIIRA - BT 24 F
T4 V2011 E2 A ISV TEBIRETH 5.

E&II

FTTICHREL T2 EZOBW A HIZTbN % 5#
EBER, o4y 7= F-arkrb
#1379 2T, Bl L CEEREOELETIT) A,
VBB L CTHEMRICL @AY ) v %
oD L) ICEET LI Lok b s,
ADPKD D#Z Wi o 7 5 Tl fn T4 2 179 #o it
[R5 TWw5b. Kidney Disease : Improving Global
Outcomes (KDIGO) controversies conference TiZ,
FIRED 72 WIEFI CHWEEAEIZH Y L 2 WA OE
PN Z RO LY6%, BBMO N —I127% 5 ThEM:
Nd P\ LEIE T W 2 S L T 5Y . IR
1912 ADPKD &l S b B8 0 9 b #EmF IR
IZB\WC PKDI #15T ¥ 7213 PKD2 #5112 8%
TERLIFETE L OIZBEORE TIX 90% LS
THhb. F723E GANAB #{%TFY % DNAJBII %
EF97% & PKD Bz FUNOBETFERIZL S
ADPKD OFHED 5 s nTBY), 4T Lb#EMRT
BRPFETE LD TE RV L, BRI
ADPKD & #Z Wi & T b gAxt AL o In 457
L RMEERERTH LIRS DL 2 L %
(AR EERTICHE L, B2 5T LER
5%
BHEOMGE L L THEERBEEED 2 IZERITFE
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EREFRELL ) A THEEOMEY ERTRET
»H 5%,

ADPKD T3 EIEFZERET b o T2 BT
100%FIET A L Vb T 5 (ZEF100%). £ 0
728, RIEEREE A 536 (GEREATZH) X, &
LA ZEREDPER I N6, T$kD ADPKD OFE
FIZIZHEICTFHT L2 L1hY), MEETH) 2L
DAFERIZE L TO TICHi 21T ) REND 5.

% BEE OSBRI TS 55%, wiliiEsk
3172 The Network for Early Onset Cystic Kidney
Disease (NEOCYST) @ consensus statement Cld/)
W B\ VIRIEIES 12K T B BIRF R DOV T
FEd 5 2 & OFG - AR RIS N, FHFER
W& B EITHHOWRIEIZOVWTERLIN TV D
(Gimpel C. Nat Rev Neph 2019 15:713-26). L %*
L 7225 & BlE 21 Cld ADPKD (ZFSE 1T O F Bl 225
VENTWRWERETH L., FEMBHEIT
C L&) B TEITEIRIASRRE BB L)
BAMETH 5. FERERZENIC BV T, MAFE
DWE DAL R B &S SF R OHEADORE
BILUSERIIVAT, BIEFIREL IS 556
WIZEE EREPHRERBEEZ R ONE L) I2H5
BIBR A Y ) v 7 R ERET & L RH O THRAS
REMTAHIEDNEETHD.

AR, EFEIC A8 X OMEEDY
ICHRBETRELOMEDNDH L I 00, itk -
ZWT AT O B A L HARER G AR 25O WU %8
SFL, MEBEY YR T ETo729) 2 TEM
THNE&TH5H. ADPKD OFEL Il B %5
FATERL S HE R & D HERE S B Z L 0FRICH 5.

JRIBHE & 0 BN SHERE S A A, IRIRESER,
HEEBOBIE, BAREDOMEITRALNDL Z WD
L7z, WEOEH 5 ADPKD T, RO ZE
AT AMA, WA CIIEEIREOERLSE F
LWeda#ENH LY. —7, BIRICERO A

II. ADPKD : 22l (EEf&% - fER - IREFFR)

bz ADPKD BE D6, FIICEGEICE L H
JERFRIZEALEVZ W, DEOZEEEET S
&, MWL) MARTZOREDN S - 728 E 12 13E
el vt) v 7 & FERO D 2 TG IR % £
LIGROBROFBAMERET L2 L 2T L. b
LEE A CERSHR SN WEEIZS, BT
LY REZET L L, HRERG ARASORET
IRENTVLEMHD1DTHAH [EELEER] 121
HTIEE ST, BRI L H V72 ARSI
HIRAIZW 24T ) B d W L 25T 5. 20
K221 ADPKD ICBE L CWw/zE LT, BEHO
AR CEBSER SN2 UL, HAEBER X
) BB EDSHEIT T B AR & ) A [
WCHISEEDNHEYTH 5.

& MR

73 1% PubMed (¥ — "7 — F : ADPKD or autoso-
mal dominant polycystic kidney disease, genetic
diagnosis) T, 20124E7 HE COMMTHRELLD
DEN=AEL, FROYETZEEL, 201947 H &
ToO# % PubMed, Cochran, BFEFEEE T
L7

* BE(CLIETREHR
a HARBEYS BERICBIT 28RN - SIS 2 74
K14 (2011462 H).
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B89 % R (2013) (http://www.jsog.or.jp/ethic/H25_6_
shusseimae-idengakutekikensahtml) .

* 5| AR

1. The European Polycystic Kidney Disease Consortium. Cell
1994 ; 77 : 881-94.

Mochizuki T, et al. Science 1996 ; 272 : 1339-42.

Chapman AB, et al. Kidney Int 2015 ; 88 : 17-27.

Porath B, et al. Am J Hum Genet 2016 ; 98 : 1193-207.
Cornec-Le Gall E, et al. Am J Hum Genet 2018 ; 102 : 832-
44.

Harris P, et al. Nature Rev Nephrol 2010 ; 6 : 197-206.
Huang E, et al. Transplantation 2009 ; 87 : 133-7.

8. Brun M, et al. Ultrasound Obstet Gynecol 2004 ; 24 : 55-61.

O W

N o

23



?

@ ADPKD : S8 (IR - el - IREFie)

INBE S UICEEE TOER

24
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=Xy D58,
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bMELTWAZEEHETE 2V, F/NRICE
VT A H{RIZ X A ADPKD O i #E I3 L T\ 72
V. WREIZE VAR FERTLHE L, RAEERD
B CE RS HEE SN2 < TH ADPKD IZfE L
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I EE L7 RICERT 2 LEN D B

F7/NR 7% O NCE IS RERTZ W 21T 9 B &
&, BIZFEROEAAN, RO ADPKD ORIE %
FIZHEEICTFHT 2 LICRY), BREXTIZED
ARG L TH ISR BWEDFH L. &
5 ZHIEE Tl ADPKD IZFSRERT O T Bl i h 7 &
NTWRWERETH Y, FEABIICBNTE, M
EHIEOWMRE O LHEANORESL L KB IF0H
T, toREEAY ) VT EERTE BEHO
TORELE/MT LI EHFEETHLY. wHTIR
at risk O/NBIZ I HE & FE 0t L S ASFERE C &
1B BN & B WIS TR I X 2 58E
MZWPHER SN LA H D05, BEMGmI H
%. 4%, ADPKD OFIE%E FEi$ 5 2 LA EET
AN T RE 2 SERI AR5 S 7235121, /b
B CORMEETREOEBASHERINL Z LI
mhERDbNS.

—75, RGBT TR RO R LT % 1514
ENTYE, &5 WIIIEEE, 5 - TR L
DIER % 2 L 7235413 ADPKD O E(T O R il ik
LR L OBEHOLENH Y, MEEZITHI L%
HRT 2. MEOHEL LT, REODLWilEE
WHEE A ) —= v 7 LCHEMT L 2 & 2R
T 5. 7272 LEE M % 78S T 15 R T
(& ADPKD T& > T b 7% DIE I TR FER T
XV EVDONTWEZEITEETRETHA.

B, WEIRME OB X 5 < BT Y %,
FIIE, (DHERZ EW3/NRE & D 5E S A fa s
Hb1z0, NEETADPKD & ZM SN BEIC
&, EMEN R BIRE, SiE, OEROR S
)=V TREERIT)NETH .
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RLIBIEAO B ) JF AT L W T E D3 E W,
(2) B&ge  TREEDL VD, REEESCHEEE D
BEEZHOLEL DD, FHL EHIIHEBEZHY,
EHICHIMEE SR BT 5 2 &A%Y, JREIK
e th ) BEIIIIRIRZ B0 205, IERAD TN IR

FRLTWBEGEIRITRA RO LW bRk
W, EE OPLRIEGFE UL L 2 WA R & 4
DIRTHAEE, FLF—TURHEBFMN % & osEY
WiE % ZRET 4. HEHEIC X DHEBEIRZT TR,
W OIEFEZR FE &) BT EFR D K& v, B -
WP O FENLE G DB Wi I e & L C, 5884 (>385T,
>3 HMH), &% FRICE - IFOIE), CRP Bk, %%
famoBeE, MIZHEROERE DS\ L APRIES
NTWBEY, BHLEWEFL DR, HFD
FEHHTHRWY L FIHTRRS.

(3) Rk ADPKD D#) 20% (246 L, B
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5.
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HE7C7S, BN ORELENTE 262w, 7
VI DHITEANEEN 7O -V ETH S
L ENTw A, NE ADPKD Th 10~20% 12
B D EHEENTWSY, £72, The International
Association for the Study of Pain(IASP) ik
PR3 7 AL L e R L TwaY.

B < O TV SN T 18K 0w
(4~6 J /) 5 ADPKD OJEIR & L CTEE 2T HS
BET L C WL DD 5.

ADPKD O#7E803 4 1 [ LL_E o> WRR Y LR
B LW MRRERE 2520 H L. MOT
WHREBIIM IR % 320 2 ERIE P30 L Wbl b, W
ARAYIMIR (X BN D FE R 2 S L, B RA L
WV, BREEEMER T L, BIEEAETAHTEIDS
W02 IR D% <1 b & b XTI E $ 5
fi % S5 HAIME D S O, &5 WIZEOB
HOHIMPEEENTIET 27208 E2 5N TWV5
A5, MICEREA, BEE, MoRIKEEROGIEDE
B NEThD, WIRMIMER % 300 72361213 sk
BIC L 2B 22 bH Y, 2~3L DIEE
AR B S B, BRI X 2 WRRAY IR
&AL, IR EZEE LR & ORAEIIER T
HLUIZIEET 575, BRIMLO 720 10 REH % -
T O*F—EOik5 £ TUEE LR b HiE S
TV WIRMIEO Y Y — F3dh 5 BET
X, PUBRREERIEBEIS A MEICEZLLENH D, F
72, MRE % EOEHNESHEZ D 9 S AR—VIF
W2 & ICHEE S Y, i ATEE R LR L
PR B IMATEREILT 5 %A 12 I BB IR kR
BT b & o 72 HVEHI LB % BT 5.

MR AR TR - BB L DAL T, <L E, B

B, MR, REEES, PRHEEMLSHE ShTw

é 17,18>.

- BIE V-1 28
R V-2 2
CEAR  T-11 381
- PR ERG C V-2 SR

- R V-2 2
AV =T BFB & ORI X 2 IE T
HEDZDREAN =T RFEANNV =T 2
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ABEAY ADPKD Tld—# D EE & T 250 L
WeEHE SN, L7285 T, bivbhawlikL €
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(HRQoL) IZET A L E 2 b, BREEIMK W (T
575 QOL DM & DA H B2 A, HE M
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& S HRRER

313 PubMed (¥ — 7 — F : ADPKD or autoso-
mal dominant polycystic kidney disease, initial
symptom or presentation or manifestation) T,

1992 4% 1 H 705 2019 4 9 H O TR L 72.

& BE(CUIETRER

L
& 5|F3R
1. Grantham JJ. N Engl J Med 2008 ; 359 : 1477-85.
2. Schrier RW, et al. N Engl ] Med 2014 ; 371 : 2255-66.
3. Polubothu S, et al. BM] 2016 ; 253 : i2957.
4. Reddy BV, et al. Pediatr Nephrol 2017 ; 32 : 31-42.
5. Hogan MC, et al. Adv in Chronic Kidney Dis 2010 ; 17 : el-



© © ® NS>

1L
12.
13.
14.
15.
16.

16.

Bajwa ZH, et al. Kidney Int 2004 ; 66 : 1561-9.
Torres VE, et al. Am J Kid Dis 1993 ; 22 : 513-9.
Casteleijn NF, et al. Kidney Int 2017 ; 9 : 972-81.
Coycott KM, et al. Nar Rev Genet 2013 ; 14 : 681-91.
Nicholas M, et al. Pain 2019 ; 160 : 28-37.

Gabow PA, et al. Am ] Kidney Dis 1992 ; 20 : 140-3.
Gabow PA. N Engl ] Med 1993 ; 329 : 332-42.
Johnson AM, et al. ] Am Soc Nephrol 1997 ; 8 : 1560-7.
Alkema G, et al. Urology 2017 ; 100 : 6-8.

Ubara Y, et al. Am J Kidney Dis 1999 ; 34 : 926-31.
Yin X, et al. Clin Radiol 2019 ; 74 : 975.e17-975.e24.

Zhang W, et al. ] Megn Reson Imaging 2019 ; 49 : 894-903.

17.
18.
19.
20.
21.
22.

23.
24.
25.
26.

II. ADPKD : 22l (EEf&% - fER - IREFFR)

Cornec-Le Gall E, et al. Lancet 2019 ; 393 : 919-35.

Gaur P, et al. Br J Radiol 2019 ; 92 : 20190078.

Judge PK, et al. ] Am Soc Nephrol 2017 ; 28 : 2738-48.
Huang ST, et al. Oncotarget 2017 ; 8 : 80971-80.

de Barros BP, et al. ] Bras Nefrol 2011 ; 33 : 120-8.
Luciano RL, et al. Nephrol Dial Transplant 2014 ; 29 : 247-
54.

Neijenhuis MK, et al. BMC Nephrol 2017 ; 18 : 169.
Miskulin DC, et al. Am ] Kidney Dis 2014 ; 63 : 214-26.
Oberdhan D, et al. Am J Kidney Dis 2018 ; 71 : 225-35.
Simms R]J, et al. Nephrol Dial Transplant 2016 ; 31 : 1130~
40.

27



] Bk

@ ADPKD : S8 (IR - el - IREFie)

28

BERIIBERISELDESNTVSD, BRVPEALBRERDPHEIRT Z01E 30~40 mACLIE
ThBIENZL. BRICKDERIE, 60%DEETRERITHEVDI TS, BHEDETS 40
IBDEHENDZENEL, HNFHDEET 60 RILETICKBBARICES.

FEsH

1. BER

ADPKD &, Wil B2 % B D BERL ASHERE ) |2
5, BRLTWCEETH L. TS 2T
JREMIZT CIcAE L TWwWA &2 5N, PKDI &fx
FTEEOYAE, 5 ET100%12 1 2L EoEHE
JaZMRTE D EOWMENH LY. LirL, AR
BRI X BRERDH A Z L 3 TH Y, KRR
(BRI X B BBE R ANEA, 30 M A LU T L AE
WAHET 5 2 2%,

BRI L D EEERE L TR S VOIIEH
T, ADPKD @ 60% A9 % #8504 2. IKHIEA
MV L BRI b, BEEROSEE,
FfHIm, K, REEADIRKE 25 2 Eh% <
JE R O 5EY) 72 W & EIRALE 2 B B IS
4~6 BFFHE T A A L EFR SN, BRABOR A LE
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LEDETH L. WL, HERHREE, S
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b ROFHIZIZEETFZEREEN, EFEo Mayo
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ZRET B.

=i/ElE ADPKD ICEH T 2HENE L, BEFRECT, BREMETIZRIDPOROOSND ZENE
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Dominant”[Mesh] OR ((Autosomal Dominant
Polycystic Kidney*[TIAB] OR ADPKD
[TIAB]))) AND ("Antihypertensive Agents”
[Mesh] OR ((antihypertensive* [TIAB] OR anti
hypertensive*[TIAB])) OR ((blood pressure
[Mesh] OR blood pressure[ TIAB])) OR ((hyper-
tension[Mesh] OR hypertension[TIAB] OR
hypertensive* [TIAB]))))

Egs: (BER-Z M/ TH or L MEENE/
AL)and (B ML/ TH or &ML /AL) ) and ((PT = #iE
Bl ER <) AND (PT = 25630 )

* BE[CLETREH
a HABWYSGRE). TU¥Fr 2125 CKD BN A Ko
A > 2018, WEESAL, 2018,

* S|FSCE
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EhHY),

BHREREIAEREE LRI TWVS. —7,
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DN TLIUDF
BEOLEFEm T, NV T amailEd 5K

D1 < EBPIKIREX ORG HHi

5]

ADPKD TIZEHRED LTI H 5 A & IR
fEbEEAHEH T 2 2 LR S TV BY. N
R X B IRMIE DN 7L ¥ xS RIsED
ZALISER T 2 & S, ROFRIEMEDMRT LT
W5, —JF, Torres bl&, ROFRIIEIAL %L LD
EHRREANIEF IR B 5 A 3R 72TV 2 L L
TBY, CHEEEICHEN R {, F847 LB EE
BT IUIKREM ZITV, NV T LYy 2T 5
ZEEMREE LTV A RDIRERE % 250 mOsm/kg
HoO BREEIC 2 2 L ) IZfokZHESE L, ISkt & L
T, BELWEH - o HIRE, FRE, ~Nv 7L
DU R G2 B EFIERE, L 7oPEREEE
DHHEHEEFETTVDEY,

—75, MIFgAEWEIZ, ADPKD O RMIE LT
&, NV TV Y VS EAR RS LEA SN2 cAMP &
BT HRARY T AT T —XOEEPKTT 5D
T, MIFEPTIE cAMP 2SN L, MR ASE 5 |2 B hH

L, @S5 LT, #BEIPERIATHEE
ZAoND. DO TV 2RI
I L LUCEY Lo, B2 oKz X % B ikaekE
EAEATERIR R OHIE L DS, NV T LT Dy
WHIH &) BLEN S, BOKIZE DY T LY V)
Wz, #RE L CERIEK - ERZEET 5 2
EIFEEI N TS, FEEFEYTIE, ADPKD €7
VEINIZHIOK TOKRE AT 5 & FNg DR A
ENT LT BHEDDH .

FEZ ADPKD THOKIZ & 2 REEITE, cAMP 2
WOZALE WIE L7-3EDH 5. Barash 51, B
AB XU ADPKD (10 B vs. 13 #1) TE&MEB L 0EME
DKM EIT o 7GR EZHE L T 5. BART
I2EMT 2L OfKEIT, RIZEE, cAMP BE
MO THrBIE SN, F/REFE L cCAMP IZ
MR O SN D05, AL ADPKD T#EIE %
oz BH 3L OfKT HE OB KERM TlX
RIZBT DT IZA 57225, R cAMP HEHE, b
&b L HEATEAE D ADPKD T T A @254 &
N7z, ERTRAEELRRTIBE S o7zt



LTw59, Wang 513 810 ADPKD T 24 F#ii %
RORELZEENIS, HIEE T LREEE 285
mOsm/kg HyO % ZEW § 4 72D I LB R floks % -t
ETAHIENTELE LTS, Higashihara 513
% m R IE 18 BTl H fIOKEE 16 B & X, 14F
HBONY T U VMEEEICHIH S Tw 722,
BEEB L OBERROBICAEEREITR L, LA
% ffOKBECTIENM AR L D b GFR OfH & B L O
BRHEBINRDSEAL L T 72Y. X o THOKER D)
JRIZBE TR TH 5.

S, 200F v ¥ MUILEGERSEIEH S L TH
D, BABOMKRREZTEEIY PRSP EL
T, FRARILEE L WHEBEORES T2 LT, 3ERR
DBHEMB A B L LTw320 BHIMIZAKkD
A CHIZIRIZBE 2K T 84, W TiE cAMP
AU AL, SHICIERERE LTEY A X0k
RINGFI R BIRAERIF IR D B BRI DWTIE, 4
%I 9 Lot 2 f7z il 5 2w,

Doz &ehs, KGERIARET DL,
ADPKD TIEBKBEMICR25E63H0 9 5. F
7z, HEDH T O EHKEZ LRVWEETIE, LR ED
BACHRIEAS R < & D 7 2 L1325 & 5 1Tk 2 1R
T EEOSETIE, BRMICHOKER L, #FEIC
KL TWBE ) 2, R TOERImE S
MUY AR ETHIT S, F70, EEMICEEICHK
KLT, =B TLY o5z ind L Td
FELTLE)DOT, REMTL LT OHKE G
HENCTH, kLX), BHEREREE R LR
B EOEHED D BT RERT T ) 4 E
5.

—J7, HOKOfTE £ HIZ, RTiES ST

V. ADPKD : ;&% - SIHAEXIER

LD, WAOHIRTH S, HaHIRRLEEHIBRIL,

BRUEOREAEM MO T I LICXY, REELED
KTZ237203DICRELRKGTEX IO T LT
XZF AL TV, b e SR
CKD IZBWTIEEARW 2 EFEHTH Y, FmilE
DEFE LS EEREZ FOHOTW5. ADPKD IZB
WT 3, CRISP #BRTIL, R MY 7 28 L B
B OB IS TwAY, F72 BESR

REHE H A 2 45 L 72 HALT-PKD 22 post hoc
analysis & L TN 7-#iE Tld, HBAERED
MEFR S M-BECTUE, MR IR DS ARG O 3K #pi] &
MM A S, BT T, BET Y FRA
> I (eGFR @ 50% T, KHIEA 4D L {13
£ eGFR O T IZHIFI R A SN2 L LT B2,

& MR

Rk PubMed (¥ — 7 — F : ADPKD, water
intake, or water or water loading) T 20154F 7 A ¥
TOMHETHMRELIZDbDER—2L L, SROUE]
WCHBEL T, 201947 HE CoOMIE 2 /> R —FL
TR L 72,
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3) EARKEHIRER

ADPKD T® GFRETOIMFICE L TIZLA XK EFIRBROTHRIERH SN TLVEW. 72721 CKD
ELTOREDIIHSIE CKD BEHA RICEHMLINTVADENTZRED, SHETFHOERDS

FHREIND.

fEsh

1. BRRIAZ RS

Locatelli 513, PKD 74 il % &t 8 1B AR &
456 5 % xt S AR AL LN IR G BR & TV, KR
(1.0 g/kg/ B IR A7 AIECEHIBRE 06 g/
kg/H) OB EEATHIHIRH R IOV T 2 EM D
B THE L7, o5, BUEREEs,
ADPKD &% & 12, MEFMIZZEZIIRRD 5Nz o
7208, 72 AL CEBIRTECFE L 726 BR &2 sF v T
Blporzizd, T aFHEATE T Wil fet)s
Ho, VEHBITORNTIEH LHHEAI0 XL
RCT?HFb i, Wi d 72 AE < B HI R £ I3 B
e EDM#ESTZIIH L 2 Tz, F72, Levey
5313, ADPKD 141 1 % & 5 585 Bl % 72 AE  E
FR#E(0.58 g/kg/H, 291 #l) & JEHIBREE (1.3 g/kg/
H, 294 6 \ZHEAE2 BT CRIIF& (= > PR
42 b REIBARED B VIT RIS + BT
REIEL, BELSETIE AT CERIREDG RN
M—EBRO S N72b DD, ADPKD JEBI D & D FFEHT
TIEEAENIEDSBD SN Lo EEREL TWA.
—75, Oldrizzi 5 O#EY TId, 0.6 g/kg/H &Kl
D7z A B IR EATE AR T 1T % 3 L 72
L EHEE L TWED, AEI (4100 6+ ADPKD
X2 BlOR) DEAMEFETHY) TET ¥ A LN
VAE L v, 72, ADPKD B % & 418 M E
FREEIZBI B 72 AE CEHIBREOR R A MG L 72
X ZIRMY T, 72 A ERIRAEIC X ) B
32% 8/ L7 2 LA ST\ 575, ADPKD O
AROEHIFTbNTwiw, DLE XY, ADPKD &

BIRT 272 AL CEBIRAIE, BHRERE E AT
IS AW S T ¥ 5y A 7% BB 13 3E
"ENLZVIRKLTH 5.

2. — NG REEIE
BfEEFTHEZAH, ADPKD D GFRIETIZE L T
7 AECERIREICL A EOIE TV ATAS
nhwv, 2ok, —fIZCKD & LThAIELE
HIRZATH) S L EEHERA Ve Wz 5. 72721,
CKD & LT, SHHED T, FIZOIME % & O
BRAMEEICOWTE 2 UL, CKD OB igs I
WL ABLIZ Tb Az w, RO ETA K94
YTk, 075~10 g/kg/HOHEED 7= AL &l
BRA& IS 2 4 %Y KDIGO @ 2015 4E D 7 ~
775~ ATIZ ADPKD (2B L T, HRI2EERI 2 72
AAE BRI OV TOHERIZFT b T A WnT,

* YRR

HkIE PubMed (% — 7 — K : ADPKD, protein
intake, or protein restriction) € 201547 H £ CT»D
WETHREZELZLDEN=ZL L, SEOWETIZE
LT, 201947 HECoia > FH—F LT
L7

* 5| AR

Locatelli F, et al. Lancet 1991 ; 337 : 1299-304.

Klahr S, et al. ] Am Soc Nephrol 1995 ; 5 @ 2037-47.

Levey AS, et al. Am ] Kidney Dis 2006 ; 48 : 879-88.
Oldrizzi L, et al. Kidney Int 1985 ; 27 : 553-7.

Fouque D, et al. Cochrane Database Syst Rev 2009 ; 3 :
CD001892.

6. Rangan GK, et al. Nephrol (Carlton)2016 : 21 : 705-16.

7. Chapman AB, et al. Kidney Int 2015 ; 88 : 17-27.
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ADPKD #faTld, NV 7L UICHTARSENEBSINTVSH, S5ICHIRRORHES,
BABORE CHIRETEICEH 5 AMPK, mTOR 7 FILEDREEDBESPICEhE. JILOA—AT7
FTOJDBREHEROERZNGTEEMET IV OREE, BEEREFPISICIIREEE OO IS
HORBORPEL oz, KRRICHO) —FHRAPBYET I TBEEDER, BY 1 ADEXEMHI L
EETHRREDPDY, EMCHEVWTHREDOMEBEDORKABRDOHEZAVRERDS S, BHO
ADPKD #B& TILBRIAEPRBITEBREFE L THESN TS,

V. ADPKD : ;&% - SIHAEXIER

¥(IC

FEsH

ADPKD Tlix, gy 7 F NV OfBANSHEA TS
OV, O TN R — RERET 5 TR FEA
DISHIZ X 2 BEOWREPHERI N TS, fF
\2, ADPKD Mifg /Ny 7L 3 Ik % RSO A
T, MEAHOZILb M I T 5. Rowe
513V, ADPKD #3Mlia <1, HibomiEil, 1
FEIERAFE DRk D ZAL, "W ATPEHFZRT 2
LIZEHL, BHRE SRR LR L. 2
Ok, ADPKD Mifg TiE, =4V F—v =L LT
HRMEEEFHL T A EHEL TS, 7L
I—-Ax/RZzE45 &, ADPKD Hiig TlZ¥EhE s E
KB T7RMN=VAHEN LA L. ADPKD ¥
AT, R ET 2720127 VaA—AT7F s T
HDH2I-TFEXFI N a—RAQ2DG) EHxETHE, B
o E R, AFE, BRA V7 v 7 AB L OBEIHHEE
PETLZEHEL TS, B0z X ) 2%t
& ERK (extracellular signal-related kinase) #&i# (2
KELTEBY, ZofKREIX LKB1 (iver kinase B1)-
AMPK (AMP-activated protein kinase) #%#% % [HE
9 5%5—7, mTORC1(mTOR complex 1)-f##E 7 A
F—FEFEEILTZ L0 “EoOx i LTns.
REBHEEHNTCHET S & AMPK OHES R I NS,
AMPK z @l ® IG5 &, THhidEaD
74— Ny 7 u—7L L TERL, IE%7% ERK
WEEREET S, FE05E, INLOMERIT TV
I — AR OBEE )Y ADPKD OJR#EA Y E 12

WAIZEbD > TWnb 2 E&RIELT\w5. Chiara-
valli 513%, FEBIZEEREIY T 2DG D512 L,
AMPK % 4 L 7284 A X 04| R 22 I 1 0 311
H725END ELTWwA, Takiar 513, AMPK @
FIBAITH VY, FRRIIIIHERFGEEE S L THW
S5MNTW5 A MRV »2S, ADPKD OB,
BET NV TOFHRGIZL Y CFTR B X U mTOR #
BOMHEL A E2HMELTVAEY. ZOX Mk
VI NEY phdl DAY T4 aF NV v T
F~ AT, BRIEKOM N D 72632 & 2 #Hib
L, AMPK QRIS EE /K IZH 725 2 & & iR
LT3,

PlE® X9 7% ERK, mTOR ¥ 7 F )VId A0 7
MDA TZ C, #28, RFORIIC L 2 it
bHSNTRBY, ThaloH L2EEIRE S b
IZE 572, AMPK EHaN o ATP/AMP ratio |2 &
D, mTORIZT I VA A X )% 5
I, TSI AEFEE, Ownwdidsa) —®&ZXs
L\l B. EEREW s Ty, e (30~
50% 71 1) — k) O LHREHIR T, KEEZ EEL
FICHN R B oMM, KiER EORELHE
K sS85 2L 2R LCWwA, F72, Kipp
SoEETY, LVBEDH ) —HIR L EH T
DOFETH 575, BEEL ADPKD HiiE o 1 5# #1]
MEDAH ST VB,

CKD #&##» 4 FTd, %o CKD E& CTHIE
BT BRXIREETH A2, v > ADPKD I2BWT
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b, BT A REETHIHMENDH LY. £
HALT-PKD study OZMED ) B, BHEREA IR
172 eGFR>60 mL/% O BE# T, BMIIZ L V) IEH
1R (185~24.9 kg/m?), B@FIAE (25.0~29.9 kg/
m?), A (=30 kg/m?) & 53T 5 &, BEIMAE,

* YRR

HkIZ PubMed (¥ — 7 — F : ADPKD, calorie, or
calorie restriction) T, 4 HOLETIZHE LT, 20194F
THETOME AN P —F L THEL.

JEG X E Ao EAHE L, £, EiBEgE < 5|AEk
eGFR O TR E LMY L CHELEH L & LT 1. Rowe [, et al. Nat Med 2013 ; 19 : 488-93.

N 4 N N RSN 2. Chiaravalli M, et al. ] Am Soc Nephrol 2016 ; 27 : 1958-69.
b. LLEOHR 5, :@'%MZ‘SE q%‘:LEE(ﬁCi' 4 3. Takiar V, et al. Proc Natl Acad Sci U S A 2011 ; 108 : 2462-
ADPKD EHEDOEIREDMET LB H L & LT 7.

LS -3 BB A . e 4. Warner G, et al. ] Am Soc Nephrol 2016 : 27 : 1437-47.
. 7L, 29 ljtéﬂ%wb LT APPKD B 5. Kipp KR, et al. Am ] Physiol Renal Physiol 2016 ; 310 :
LTI FE 00, 72, KEOBDCKRE F726-31.

i%j]l]@ gy bho— )Dﬁiﬁﬁ@ﬁﬁf@fmﬂﬁﬂ L7050 5 6. Nowak KL, et al. ] Am Soc Nephrol 2018 ; 29 : 571-8.

bONE) PIREROBERETH 5.

5 MULNTI>

CQ 2 : ADPKD MBEIC NULNTIVIHEBEINZH ?

RRISETT B, B U<SEREGETHFRSNSHA ADPKD BEICH U, FIRICHS
BEERICEBEL, FRERBEEZE=-9—-ULEDXT, BREETOIHZENE U
NLINT S 2B E#ET 3.

BHEEETHIET TS EBEINSRHH(TEMPO 3 : 4 RER), $RUOHIEESHEERTHIETL
721288 (REPRISE #B&) DA ADPKD B&ZWRE LI2ZEGH T & LMELLBHEE (RCT) & X &
B LizElB, NITLI 2 V2ZRIERENNT 2 2E51E, eGFRIET®REZ 0.92 mL/49/
1. 73 mZ/EMH Lie. AT, MUNTEZARBIC K URBABEADIMFHINE O, BREBREDR
B, PIVTIVROBLEEFEIND. MINTZ UK ZBEHERTOIFINRIFED CKD AF7—
JILBVWTEALNDD, REARESHICEOVTERIEERAOFREEREEDPAONZ L, TEMPO
34 RBBEDOF—T U SNIVERRER(TEMPO 4 : 4 HER) DIERH S, BEADSDBENANEET
HBD. —HTRIUNTZAREIZEKY, #@®RO 2 40 RCT TRAIRICHES BEERISHEMEIRE 2~
ATRRETED, FHEREREE (ALT > EEEE RO 31F) DRE AV I X XBETOER, NY— RN 4.75
Tho.

FBBRBRICED S REETHP, EEZSHAREICEDIRELETHIFEINZALE, SEERE
B LETHRLS FRARBEGZEE LD AT, BHEETOMFEZENE Lz NULNT RV EE
EWRTD. MUNTEVBERICBLTE, FIRICHESBEERESOFEEEEREDE=2U VT
ZET5.




Bx - By

MUNT 7 B EEEIHET ANV T LY
V2 25k % SEIRICHE L, cyclic AMP DA%
4 5 Z & T, protein kinase A # 41 L 7z Hlfats
JEB L OB A 2 # 2, ADPKD O % i)
T 5. TNF TOEBENROBRL TEMPO 3: 45
B2 SR ABROGREEHER, PUNNT Y
X8> ADPKD {HiESE & L ThHAYET 2014 4 3 A
(KGR S Tz R BUERA O BERIFHRI L S &
¥ 5% 2 BEDH 2, 2019 4F 11 A OFELT
TIENRK 5500 FIICDIES. 22T, 50T
ADPKD 2% 5 P W NTH ¥ O (BEEREIL T 0
i, REASREROWE], BREELEOWL, T
VT I VIROWA) B EOEFIRIHE) HEFR,
JFHEREEEDEE)IZOVWT Y AT T4 v 7 L
Ya—% L, ADPKD |2 MV NT & UG EDHESE X
NAHDPEPERR L7,

&

%II:I

RCQITEIE L THiI L 72 15 Xk ) 5, FFloT
ETF Y ALNVOBEWIIEIL, —EEHRCT TH
% TEMPO 3 : 4 #B&" 1 X 1F REPRISE 2 T#
%. TEMPO 3:4 R B&121%, BREE T2 T2
EHEESNLEHOMNADPKD BE X MR ET 5
7212, BB 750 mL Ml kol s L7 F =
¥ 7 )7 F v Z60mL/% L b @ 1,445 6 2%,
REPRISE fERI1Z1X, & 2 FEEERRRECT 2547 L
7= o N ADPKD BE xR E T 572012,
18~55 % T eGFR %% 25~65 mL/4/1.73 m*> £ 7z1%
56~65 % T eGFR 2% 25~44 mL/43/1.73 m*> ® 1,370
BIDSHLAAN NIz, BDOOHNTIZ NNVNT & VD
1 H¥%x5-813, #h2Nn60~120 mg & 90~120 mg
OHIFTIRHTEZRKETH Y, BILHHIZEN
TNIFEM & 1 FHTEBSING. 2B 1HFORXSY
FRRTY ASHIE X 7278, 2015 4E 6 H ¥ ClomE sn
7ZRCT ZRRELTVWDLI ENS, EEEEZD
N5 REPRISE #ERY 25 N TV o 727280, 4
BOYATFYTA v 7L a—Ci3adhhol.

V. ADPKD : ;&% - SIHAEXIER

A RNUNTIVBEICKDE
1) BHEEET O

[EREREAR T O HIH] ] 122w T, Z“EEHEHRRCT2
fF, ZEEMRCT OFEMIT 21, T v 5 aik
S NEBR 11, BREMIZE 31, B 109
Rk I L7z, dbk e HARTHEG S 724 2 FHER
BRIZBUZ MVNTE A ABIE, R, Fl &
MEDOHE NX—Z271 Y OREHEED L X
eGFR T~ v F S8 7- 5 B % ik L 205V 1o B
W, eGFR KT # B I3 BEAE T~ 2.1 mL/%/1.73
mYAETHDLDIZHL, PV TE VETIE-07
mL/53/1.73 m*/4E L FE B, - 72 CFB# 1.1
mL/43/1.73 m?/4E [95% CI, 0.24-192]). Z D12
EMi SN2 HED RCT 242 % X ¥ BITICES 5
HEkE LTHRAL, BB THHOREEL LT
eGFRIETHEZ T ML & LTX YN LT
MUNTH 1E CKD A7 — VI 6§, #58%
R BEOIMATEIREZ LIS R 3 5 T4 GFR
BT (FEL L TRIREFERFEOKTIZLSHDT,
27 BIOHIAET 10%59) % & 72557200, S OHHE
W ZEEMR O eGFR 7— 4 2 /2. 20
MERSOMVNT Y UEIZT I REREELLL, eGFR
T EE A3 L C 0.92 mL/43/1.73 m%/4E (95%
Cl, 063-1.22, p<0.001) A& I2E< (®a), ADPKD
R % MVoNT Y L OBRERIR T HIHIRI R AR S
N7z, 72 TEMPO 3: 4 SEROHEBZMITY & HA A
Ik— MFED 2BV T, BHRERIC T oIHEIRh I,
BWAREd CKD A7 —JI2BWTbEH LN %
3 TEMPO 34 3820 HARNY 7Y 1250 T,
MNVINT 5 VEIE T2 RBEL L, eGFR KT #
FE 7339 L € 1.22 mL/43/1.73 m?/4(95% CI,
041-202, p=0003) FA&I2EL (Ba), HARAEHR
IZBWTH AR RSN

FUVNTE OEMESIC L AR, Mayo
clinic 2B WT VST S Y OBRERIZSIN L 72 97 61
CEBIZIIM 46 48, IE 11.24F) THREF sz,
TR, FRE, N—AF 1 YD eGFR TV v F &
WAL ol Thi, BRI KA eGFR K
TIHIRI R AHERE & L7z, kIZ, Mayo clinic @ b v
INTZ BN B T, BEHIFIZ XL 59 eGFR
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a eGFR B T&E (mL/%/1.73 m?/£)
Stud Tolvaptan Placebo Mean difference
e (N) N) (95% Cl)
TEMPO3:4 842 464 0.98(0.6, 1.36) L
REPRISE 680 682  0.84(0.37,1.31) i
Total 0.92(0.63, 1.22) ——
TEMPO3:4 Sub-analysis in Japanese 108 58 1.22(0.41, 2.02) L
T T T T
0 0.5 1 1.5 2
b BERBKE (%/F)
Study Tolvaptan Placebo Mean difference
(N) (N) (95% CI)
TEMPO3:4 819 458 2.71(2.15,3.27) — .
TEMPO3:4 Sub-analysis in Japanese 106 58 3.77(2.37,5.17) =
T T T T T T T T T T
0 0.5 1 15 2 25 3 35 4 4.5 5
¢ BEROREE
Tolvaptan  Placebo HR
Study N) N) (95% CI)
TEMPO3:4 961 483 0.64(0.47,0.88) —a—
TEMPO3:4 Sub-analysis in Japanese 118 59 0.77(0.24, 2.47) =
T T T 1
0 0.5 1 1.5 2 25
d FFHERERE S (ALT > B AEE ERRD3ME) DRE
Tolvaptan Placebo HR
Stuay N (N (95%C)
TEMPO3:4 961 483 4.52(1.78, 11.44) -
REPRISE 681 685 4.91(2.29, 10.53) =
Total 4.75(2.63, 11.44)
T T T T T T T T T T
0 1 2 3 4 5 6 7 8 9 10 11

NULNTIViBEICE B (@, b, EEWMDT7+LANFOY K

ETFHEEIZIE—ETHLI NS, EHEEHOR
BeMEAR &Nz, E512, BRPMIAEWITLE,
ADPKD THEGEF A DO T I & o THIE S 7ok
HBIZREGFRIE L D b, EPEORAMEILER eGFR
DFDPEEICEBNMETH L Eh s, HEEHOR
FEMEAHH & 2z &tz

MVNT H 2 & BRI A DK i (R B A
ER) X, TEMPO 3 : 4 BRERBZICHEIS SNz
SEGNCHT L, 24 bVNTy RS TAF— T
Y INWIEEREBRTH 5 TEMPO 4 : 4 3B TR
Ehiz. b7y OB AR (TEMPO 3 - 4
HEET 75 L RHESTEMPO 4 : 43RBT M VN T %
HH)THoTH, BN AR (TEMPO 3: 4 5

TRUNTH VE-TEMPO 4: 43 8&TH b7
7 Peh) & eGFRIE T HEICHEEIT 2 L, A
C TEMPO 4 : 4 ;RERBALAEF O T #ED eGFR O 71k
B o 2 F R S w7z (B2 3.15 mL/
47/173 m? p<0001). KEoZHEESTE ADPKD
WZxtd 5 MV NT Sy CREERT A R,

TEMPO 3: 438" 5 X 1" REPRISE 3B O#5 5 %
iy Ialb—TaryiMMrbi, MATE D
BN L 2 H MRS N2 BARBIZIE
eGFR 30 mL/%3/1.73 m* Ci{&EHBIG T 2 ¥4 1.5~
234, eGFR 45 mL/%/1.73 m* TRt T 2 %4
29~454E, eGFR 60 mL/43/1.73 m*> TR 5%
A 44~68 DO KB A 4 (eGFR<15 mL/43/1.73



m?) NOF RSN RS TR S5
2) HEBSEEAOINE
[FEARE (TKV) EROMH ] 12onwT, ZHE
BMRCT1 4, “HEMRCT OFEBEN 214, S
2 F DAL AHER 1 1, BIERISE 2 R 6 SCHk % fil
L7z, ADPKD TiZFERIEHKIZHE ) BEE L R
BEA 7O ORBIZE->C, ME2 L7 F =V E
PEF L2 WREDICBW T, B AL
ELIWCTKVIEEIMT 5. L72d> TTKV i
ADPKD #fTORH~—7—& LT, FIZHEEsT
BHEIG O F TR I R EICH s LS. bk
EHARTER S N5 2 RIS BT S b7 S

A4 >®TKV b L <X eGFR T~ v F S 72k FEH#E
B L7202 12 B\ T, TRV BRI R T
58%/FFETHHDIZX L, MU NTF VETIE
1.7% /4% & A IR NMET B - 72 CFI3E 4.08% /4
[95% CI, 3.05-5.13, p<0.001]). Z Dk, % 3AH
B b L CFFbih7: TEMPO 3: 4 REVIZB W T
TKV ¥ RFIZ T T & RBET55%/4ETdH 5 DIZxt
L, MW TF UBETIE 28% /4 & HEIZEIG &
72 (CF87# 2.71% /45 [95% CI, 2.15-3.27, p<0.001])
(Bb). HAEANY 7Y T, TKV #ARIPLY
LT 377%/4(95% CI 2.37-5.17, p<0.001) A E |2
RN (BEb), HARANEMIZBWTH HRIEIIR
&7z F72 TEMPO 3 4 SEROERIFANS & HA
ANTFx— FFEDICB VT, TKV B0 EIHIR 13
WAED CKD A7 —JI2BWTbEO LN &
B, REPRISE #Er? Clx TKV ZEFMEEICE&E TN
Loz,

FVNT 8 12 & B B A DA w5 (B B i
fE 1) 1 TEMPO 4 : 4 R ER'OTH G & 1 72,
TEMPO 3 : 4 $BRBAMGFE O TKV 2 ZEifE & L T,
ZDF =T T RVERRHETH 5 TEMPO 4 : 4
BT IR E T TKV B RRI1X, BN AR
316% Ik L, M/ ABE299% (BEMI#1.70% [95%
CI, —212-553, p=038]) L FEEIZALN LD >
7z. 7272 L TEMPO 3 : 4 B T 7> 5 TEMPO
414 RERBAIARE $ TIZA U 72 TKV, eGFR, RH7
VT I/ LT FZ U OREME L L I, Eil,
BE BlER2EEOEELLEELMIEL- L2

V. ADPKD : ;&% - SIHAEXIER

%, TRV BRFIIRMI ARED 31.8% 12 L, FH]
IATETIL 276% & A B (BRI ZE 4.15% [95%
CI, 019-811, p=004]), FH/r ADH i&1EHTRIE
I,
3) BliERREOR

(Bl s E0RL | 1I2onwT, “EHEMRRCT2
fF, ZEEM RCT OFEMNT 2 -0 4 SCHk % i
L7z. TEMPO 3 : 4 3ERV Tl b VNT ¥ L BEZ T
TR REICH LT, BRN AL EST 5 EEREO
FEH) A 7 B8 L 72 (HR 0.64[95% CI, 0.47-0.88,
p=0007]) (B c). HARNY TIHIZH VT R
DN — RIEWES N8, BB L) 72 (HR
0.77 [95% CI, 0.24-247, p=0656]) (B c). F7-
REPRISE Y 0 “EEHRE 1 £/IC B 5 HEH
GG L L TOBRBEEOEEGE, MNNTF v
M 166%, 77t R#19.0% T, HxfEHiE0.87
(95% CI, 0.70-1.10, p=0.258) T& - 72 (R} feks s
EBRT— 2 2 b LICHBICEHHRE L2 DTH5).
TEMPO 3: 4 SREROHBBIT VI L 2 &, BB
C L ICE R OB S Fr#izsE L, TKV &IXBH
Lot ZLTRUANTY I & 5 Bm5SE
DOWA L, TKVIHERKOIHIZL 2D TIE%R L, R
Gy, R, WIRAY IR O F8 A H B I L & B
W52 EDURIE SN
4) 7T VRO

[TIVT I VROBA] 1I2onwT, “EEMRCT
DHEBIENT 1 %l L7z, TEMPO 3: 4 B
BATDIC BT, TR REEE PSS U BO
R 7 VT3 v/ 2 L7 F = VI (ACR) IR D=
TERINZT VT I VIROBDHFI, AERFLG
ERIIEASN VPR LAICRELSRY, RERT
D36 H A TRAD 4% 1E L. E5I2T7
73 VIROBARFE, A IEROBIEMIMIZ D
F 72, WZIC MU T Y AZEBT VT I VR
DA, BMEOMATEIREZIZ X 5 BEREN 7 Rk
BNERTIZE 20D TIE %L, BRI 585
B 72 R & B A RIR S 7z
B MNUNTIVBREICLDE

1) FIRICHESBSER

[FRICEE D HEFSK] 2o\ T, “EEMRCT
21, ZHEEWMWRCT OF&WEN 214, T » ¥ 41k
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K MINTI VL BFIRBEEESEROENBIRE (95% Cl)

TEMPO 3 : 4 =(E8"

TEMPO 3 : 4 HEREARAH 7R

REPRISE 582

58  2.70(2.24-3.24, p<0.001)
28 2.96(1.79-4.89, p<0.001)
SR 4.31(2.92-6.37, p<0.001)
2R 2.23(1.80-2.75, p<0.001)
WRIR  2.23(1.74-2.87, p<0.001)

2.94(1.99-4.35, p<0.001)

2.09(1.09-4.01, p=0.025)
4.02(1.14-14.19, p=0.020)

7.88(3.01-20.59, p<0.001)
4.00(1.67-9.60, p<0.001)

3.29(1.69-6.41, p<0.001)
2.68(1.39-5.16, p=0.002)

S AEBR 1o 5 k& fliH L7z, TEMPO 3:4 &
BV 5 X 00 BAAY 7#H, REPRISE 382
IZBWTC, MUNT Y UREISFIREE L L COEHLE
HICL2HEERERFEEY) A PEREICEP> 72
(). TEMPO 3:4 REEDIEEHERTH 5 TEMPO
44 HEBROIZBNTIR. PUNT Y ORI AR
L, BHIAARETIE, FIRICHED HEEROM
o 1 B AS AR B L AR A - 72 (1178 0.93 [95% Cl,
0.81-1.07, p=0.323]1, £ 8 067[95% Cl, 0.48-0.95,
p=0.0271, %% 0.75[95% Cl, 0.65-0.86, p<<0.001],
IR 0.75 [95% Cl, 0.61-092, p=0008]). Z 0
e LT TEMPO 3: 4 &ERICBWTHIRIZEES
HERGIIAM CH%E L 728513 TEMPO 4 : 43
BRICIZEEN W E W) EIRNS T ADIE 0, MV
INT Y v OEBRFIC X o TEND A URKkED
oo 2B D 2 5B (Rt fE kR 1 d ek 7 —
YabLIZHMACEELZLDOTHS). B
TEMPO 3: 4 REROFHHRIMHT I L 2 &, FURIZHE
IVEEFRIZLBBEB (VN T S VD 10%12
M) IEFEREBNCIL L, BEICHE L, B R
N, REIE—IROBELEN P72 b OFF#
RETAERTIE, FRICEL TV EELHES
Y5,
2) FFssEEEDHRE

TR R E D34 | 12O WT, ZEEH RCT2
T v 7 A b KB 1 1, BIENE 1 o4
CEEZ M L 72, TEMPO 3: 48 BVs X O
REPRISE 3B D X ¥ ATIC L B &, FIUNT &~
HIX 7T B REEICH L C, FFRERERE (ALT >3 x %
Ml EIR) 0584 ) A 7 A5Eh - 72 (HR 475 [95%
CI, 263-1144, p<0001]) (B d). TEMPO 3:4 i
BUICBITL NN TY VEEE TR REICBITS
TR BR i E IR AR O AR 2 17T, PN TH
YNCE DD ) A7 N T Al L FHIY A 72

DI, ML L HERESSHE S, 2 LTk
[E|® Drug-Induced Liver Injury Network (DILIN)
Heik |25 X ADPKD DA 7% 539 ADPKD D
REER T — 7 O Rl L2rb Y. TEMPO 3 : 4
RERD 12 BT B HFHE AR R E O R B % HIRET T 5
&, GBS & o B SRR 2 JF R 5E A (DILIN £
# probable L E) 13 75 & R D 484 Bl 1 6
(02%) 125k L, RN T & CBETIZIRERGD S
3~18 71 H DRI 957 B 16 61 (1.7%) T - 72, %
DS b, KEERENR (FDA) /Y B S5 VTR E
DI A2 I8HETH 5 Hy's Law 1234247 5 iF
HeBERE (AST, ALT 73&#EME FRO 35582 T
LHL, o, ALP LA WIZH b o THE
VY v RO 2E 2B 2 CERL, 2o,
WEESE LA O N O REME DS TG ST %) 1,

NVIST & VEZ2BIE N0, Wi &
IEICE DR L7, e BIFRREREEDOSE L LN
Ty oG EIIGEES AR SN, JE ADPKD EE
(& b U T A IE, (OAE, FFREZ) 2xf5 e L7z
FVINT A X BEIREER T, 7T RTELE D
L2 TR AE I S8 AR M DO RIS S N2 Hr o
72. REPRISE #8% 125\ ClZ, TEMPO 3: 4 &
BRoftR2 B 2 H 1 R oTHe % i L 724
£, Hy's Law 224013 FEE L 2o 7.

KE D ZHRMEST M ADPKD IZK$ 5 VT F »
IEERE AT A FPCId, IFREREMES (AST, ALT, #
CYVE ) EAEEME RS L ER—2F 1~
o2 CEA LEGAIIE, MUNT Y o
Pel5- % vl L, 48~72 BRI LAV I FFBERE O FE M AL %
119 2 &%, e mE MMl LR 3 5% 8
ATCTEA LA, MOJERANE S Uk L
BRI G2 kT A 7OV T X A HSHE
WEANTWE, DARETERNXELOZELLE L
T, MW7y UG RGHIB L O ER, 21T



BeGHix e &b A 1 NS HRERAS % 206 L
FE DR SN AICIZE LIRS 2 RIEL, #
YWHRAEZITH) 2 e EN TV S,

C MUNTIVBEDER

FXTOADPKD BEDF KM EAREICE 2 HRE
*HETADIT TRV 0, FEBigicEo CaE
HEAT B (eGFR & T 3£ E=>5 mL/43/1.73 m*/4E & L
<IE 54D BT >25 mL/43/1.73 m?/4E, 3 [AlLL
FOWIEIZ X D TKV HRE>5%/4) %, Sl %
WA FHE NS Mayo 7 9 A44C, 1D, 1E #%
LI A &R BEN, WATHHE L FHRARRIER %,
HH W B LIHFIEHRE BE LIRES 205D 5.

ADPKD (23545 bV TF UiERICER LTI,
BIR D72 Tld e < HEE S GORMEN 2RI L B
FHLIH LT, EEELBESENTERRET S
(shared decision making : SDM) %W H 5. 45
MM M H A OLE L 2T, Web 7 > 7 —
MERTITbI: [ESLoe v M ERO /D0
A 1T L B &, R QOL 1225\ T, aif
1 QOL R (SF-36) Tl b VN T ¥ U iGIRO A
IZEBEITA LN VDS, BRERE IR
QOL REE(KDQOL) D TR ETH 5 [BFHAIC &
LA TR 2BV TiX, M7y iaH#ER
BRI D o 72, FIURICHE D HEFER (RIS
WHIR)DPHEL TS0 EEZ 5N, BHICKE
LT BT LLEND 5.

DOOBENZBIT S ADPKD IR 5 bV T 7 %
5ax, TKV 23750 mL Phl, 22D TKV B RHMEEDS
WA 5% /UL LA I RBEH & 2 5. /NEICE
V% et E AR L TR, PLNT Y
Y OFANEIABET TIT, BMGERIEH 1 RIOMEEET
DIFHEREMRA, MG NaigEx GoE=51) v 7
WLETHAL BB, MUNTY O e
learning % il L 72 [RA O AU HETH 5 .

ADPKD {3 857 7% 9 2 By B B ok S F (BB o2
#E%H) Th D, [CKD HIEESFHE — b~ v THR
DDA b L i [BEEH 750 mL DL ko
BEREHERHE 5%/ FELULEOYE] O, Wil o
FEREFE A 7295412, FriRide Uz B CAaHBRE
HOSREYD, TNaB 2 2EEEIME 2T 6N

V. ADPKD : ;&% - SIHAEXIER

L. MACHEE NV T Y ViEREy T AL, &
HEBRA D [mHEr O RN ] OFBIZEE4 L, [—
el TSRS HAONL I Ens, BEDIL
B2 S AL LB 5298 L 29 W IEHRIARHI 256 il S I C
w5,

—77, BRMBIRIIC OV TULREOFEE % 3
2L CHFEHE QOLOM T #EE L 72 QALY
(Quality Adjusted Life Years) 7 & % F\us7- 51
A1 S N 2hs, EEEEFIEDR L 5 DYE
WIS HEHRNEETH 2720, MEIIT) LEDSH 5.

- B HEAEFTE ADPKD OfEE - HFEMIEZ1To 72
TKV & 4E#E 125D < #EATF Ml (Mayo classifica-
tion) 4%, EEREHUZ N Z Efn T8 % W/ F#%
FillE 7 )L (PRO-PKD Score) SHW ST W 5
D, NERLEEP R L RN TIEIMIEENTB
53, ZOF FHHATEITLOMIELY ET 5.
OYPEFREOFHE T VEEE S IFF SN D,
CLARY F—OTFWET  TEMPO 3 : 4 3BV 0
75 R T, TEMPO 4:4 #E:9C b oS
7Y O EZITIENDO LI, PuNT s
YERGOHIZIZB W TENEI eGFR K T H#EE )
BONDIHNRIZBWTL AR Y —%EHKL, £
DVARY =TT LHTFORENLENS.
HFENRO BRI - 55 COiE SN2EF
i H Tld 2245, TEMPO 3 : 4 #ERVI2BWC
TKV #R ORI HERGEEI R S
72B6 BAEDMNVNT Y UL ST REOR
3213, F A& 60 mg T —756%[95% CI, —9.97-
-516], 90 mg T—9.36%[95% CI, —11.9--6.84],
120 mg T-9.75% [95% CI, —11.8-—7.65]). iA
FNROHEMRAEEZ S 22T 5 720 OW5EHS
2Ins.

CEER R EOR Y —H —  EERIZBWT,
TKV O EFfli % iBER L ~NOVIZHE U 7245 B TIdAT )
CLIEIREETH Y, WERREIC X AAHEEEDR
S, F2MUNT Y VBN AR D TKV S
ADPKD #iTORHA~—H—720) 9 20 E0 b 5
MTdHb. §TICGFRETHAALNL S —AT
13 eGFR IR T #EE 2 BIZ3 AU K v, X0 Sif
BNA <= —DFEEIFEINS.
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- B RN R AT - R e PR R R A $R AR A 7
W2, QALY 2 Y2 HWT, b EOEREE S
ERE L 72BN RAPLENS.

& HRRSR

PubMed T, 201944 H £ TOMIMIZBWTTE
M THRELEONZ9BIKTL, ¥4 by, 7
TANT 7 MIEXD—RAZ ) ==V 7 T2, 7
WTFFAMIEDLZZRAZ ) == T 2fTwv, K
CQIZEET 2 1514 (H b 1 HZBE A RIZE T
B0 A L7z, 5122019 44 H £ COHIRM
RNV R —FTHREL, 6142 k&g E LTS
ZiZL7.
(EEZHHE)

77 b AR L 72T R E RS A 729012, il
L 72 SCHEEUC £ BRI TR+ 2 a, KIFHE
FICHMBE R IKE L, BBRRERESE ISR L
7o, ZORER, EOED GRS EE TR DLEN D
L. Flo A FBEMERD 72 OEMERE ST TH -
7278, SUERB L ONRBRRIE IS F ISRl S L Tw
hoizizd, BERXKENOHEE L. 207D, K
CQIZBIT 2R EB LOEEXE ORI L, CHk
BLUEBRREREE LOREI LT RL 5.
MR 0 (((((((tolvaptan[tiab] OR "antidiuretic
hormone receptor antagonists” [MeSH Terms])))
AND (("polycystic kidney, autosomal dominant”
[MeSH Terms])OR "Autosomal Dominant Poly-
cystic Kidney Disease”[tiab] OR "autosomal-domi-
nant polycystic kidney disease”[tiab]))) AND
((((((((((randomized controlled trial[pt])OR
controlled clinical trial[pt]) OR randomized [tiab])
OR placebo[tiab]) OR drug therapy[sh]) OR ran-

domly[tiab])OR trial[tiab])OR groups[tiab]))
NOT ((animals[mh]NOT humans[mh]))))) AND
English[lang]

& BE(CULETRER

a RIFEIEE WA fH R (2B 4] (ADPKD) .
KIFHEE EFEABREI T ERY 1 M. https//www.otsu
ka-elibrary.jp/product/samsca/investigation/index.html
(201911 H20H 7 7 A).

b. Chebib FT, et al. ] Am Soc Nephrol 2018 ; 29 : 2458-70.

c. Gansevoort RT, et al. Nephrol Dial Transplant 2016; 31(3) :
337-48.

d. Irazabal MV, et al. ] Am Soc Nephrol 2015 ; 26 : 160-72.

e. TR, i "ZRUBREEZIAOZOD [HHLO
e v b AERO7-ODOMRBERE (T r— M) TR
5555 PR R T B [ H AR
http://www.pkdfcj.org/?page_id=837(2019 4 11 H 20 H 7
7B R).

f. Gall EC Le, et al. ] Am Soc Nephrol 2016 ; 27 : 942-51.
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@ ADPKD : 45 - St

2

SHIE & Z DR

1) RuEhinE, <EIRTFHI

CQ 3 : ADPKD BEICxi T ZRENREDZ T —=> 7 dHEEINSZH ?

Fld ADPKD BE(CHWTHREIREND X7 ) —Z> 7 (C &L D2FETRDE T H & UBKENIRIBEE
ROFPZEXFIBIET ORIV, BEHREMMR 7 >FF 757 1 (MRA) X B
TV—Z2TOREZIRET 3. FHICRHEIRE Y < R THMOKEEN 5 2 BE (C(3H

R 3.

MiENARIE L ADPKD OBHREE L TIE<AM SN TS, ADPKD DRIEHA B ARE DA HRERIE
ADPKD TIREZWEH LB L TEREICE S, MEBRERRIIBITNEGHIETH DD, BRICEVTH
BBEDRAY ) —Z2JI2&D [RFTEHROET], [REARBREOTE] [RHEAREANDRHHE

1 ICELUTHREEIET > AR

LD L, ADPKD DRiEIARIEIC KBDFETHIK 4~T% EERT

BICKELSHEL, 2RORMAHTIERAI -V JIC& USRS E 09 FEERL, BRARLEEE
% 120 FRESLEAWNPRICEND ERESNTVD. £EHTFREEDERD S MRA (IZ KB RE)

RBOAZ) -2 JI3BEREEASNS.

P%%-EH’Q

ADPKD IZBIFZHIHLA 7 ) —= v 7O %
[ 42 X4 270, BAEIIRIE R < b BT o R ik
ED D D7 & [BER V12T 2 2 I3 ERS I —
EDRBIIBESN TRV, ZOBEIIRCT & &
IVEFUVALNIVOEVHEN W &, ADPKD
BEIZREREIIEDO BRI =N Z LWL AT
HDHD, TOWHBRLGHOEIIED ) A 7 3
WKLo TV B 222 LICERT S, 22T
ADPKD 2B 2 WMBIREA 7)) — = 7128 %
[EFECROMT |, TIERE OB ], [t

SRE~NORIEN] 277 b aE L TSR 217
W, HERE R L 72,

P e
1. $&5m
ADPKD T NEIIREOFRZENR S, L7
B ERTRICRES (BT 0 h0,
Hii MRA WX B A7) —= o 7 CRENRE = 78 1,
L, REIE L CHRIERT) S L IC3 BRI D S &
%25, ADL, HérPiridt 2 WHsSH Y,
MRA LB AZ ) —= ¥ F5IRET 5. 1 ICINE)
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IR = < BT IO RIREED & 5 56, BxEhiRE
W OBEHED D 2356, 734 10 v b R/NA O #lEF
Y NEMRIEDHEZE L 2B, AR~ A7 98
REVEZEERE T 256, Hhe 1084t L T
UAEDVEETE L VCEBEOLEICHRET L. 7 r
0—7 v ZIZB LT, BENIRIE O RIEREDS D 5 B
BUEBFET LD MRA %, REBFRWGER, #)
M1 MRA THEIIRIE DS e WA TH 3~54ET LD
MRA %% 7 5.

FREIIRIE B (Z v LERRE - 382E) OB T 13—
Mefgus, 2otk s, B ST, fOH, <L
THIMOBERE, < HETHIMORERE, LT
ADPKD & Wb T 52, 2011 FI2HEE S 7z A
FRENTCIE, PHEREE A S 2 WERORBEZBIIRK
FOARREIL32%TH Y, ADPKD &, b
B WER & OFEEEB XN 2 H#IE LA RE
DI, 69(95%CI: 35-14.0) L HEIZEWY. £
72, bAEEELT V7 RN T, KEE B L
C ADPKD 2 BT 2 IMBIIRIE OBHEEAS R\ Z & D3R
HmERTWDY,

ADPKD 12517 2 MBI IRIEH L O IL, MRA
I2& B A7) —= v 7 CREBIIRE AT E S ik o
72354 T 041/1,000 N4EY, 227 1) — = 7 TE)
RIS E 72 S 726 T QEHTRA A S 2Bl &)
1.08/1,000 N4ESSTTan . —F, AoV —=v 77k
L D4 OB IR 2L OB 1, 0.4/1,000 A
45 ~167/1,000 NAED L 3E 12 & ) K& 2EVDD
0, A7) == 7 &5 % WA I Bl IR i 2
DD L T B REED S 5 .

¥72, MRAICX B A7) —= 2 7 ChRENRIED
WA TYH, TORICIHBIIRESHEZR S 5 2 L 28
HHY FEERETD.

ADPKD BH 2B AWENRIEA 2 ) —= > 712
L5 [ CEROMKT |, [INEIIREZ O TF ],
[ B AR RHEE A~ DO B | 1IZB LT SR 2475 72
75, RCT 137 <, $Wro#it®, ak— MifFge?, #%
200 XY I Y 2 R L2, v

TNOMEIZB VT O IFEFEEOMELNH ) =7
Y AIZIEFICTI L DL o7z mil o X IZINE)
MRIE DOBEZLFRIT I X ) KEREBEOAD H05, -
Wi TR 20D BETIZ, A7) —=v 712k
ARG 09EEN DL Z EHHMEShTnDY, &
72, ADPKD BEEBIKTEH A7) —= v 7%
TR REN, EHREEGET A2 ) -2 T
Licxh LCL294F, MNBIIRIE O RIEED & 5
ADPKD BEIZRE LA Z ) == 72 LT
0.68 4EL# &5 & d Markov & 7 IVIZ X 5 fEHT b
W SN TBYY, WEREO A2 ) —= > 72 &
% ADL, iy P HROUEVRBE NG, 72, —Hik
NI EEERIC ADPKD (2B WTh, IRENIRIE O F R
OB ICHIFAEDH ), DOPEY ST VTR
RN G, SKE & L T ADPKD (281 2 BMEIR
FOBNZEHHEEINTWEY, 512, bHHE
TIEMRIDIA S E R LTBY, AL 5ET T
ELEVH)FFLWMEL, [ElTHZ L RET
5] & L7z, ¥ MRA TREIIRED 2 \WIEET
b3I~5FETEDMRAEZRET LD, 70 —T v
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IEF U AHh51E, ADPKD OB H#+» HigE LT
OEEENL RIS LT HERET & v,

114 ADPKD B I2BWT, K& REMIZT Y
)= ViEAR LT A, T84T 12~24 5 B O
BRAMDBBONI EME SR TVDT . Bz
X o TOEBUHEN R IZ—EBORE % B\ TR
HRTORCEHTH 29, ADPKD D18 1H& R
(2R3 B BRIGERIRE R L, 127w LEEoK
ERFNADIEREDO EREH & 72 o TV L EE 14
BV LBEOEMOMETHINE LTEESNL.

T 72, PUHES IR ADPKD B4R kg 12
ZERIFBENZ X BB FLF—UWETH o7z &
WO FEBIFREIZL <, FELTH LW GIHSH).

FA TR HALE B A 0 T 0 — TR B 2
FaZERIL S EEAUGH ST 5. fEGEIEHAE 5
FaDWAEIIE, WEIZT TlE3 CE/IZITTORE &
RS> TLE ) DT, HMii/hRhREHERET 57201200
LFI & 5 O2EFTh 5. FELHEI O k2
EXEBERIIVETH L. ED L) i L] % 8
LTED L) P TITATRETROMENH &
W) ZEIFEFTF - TRV, ¥ 7 — UMl &
NBEED RO LW, bAETIE, I /%142
YHILFHERTWS, LAL, gl
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57— VaREANL TRBRLEIANOFL 2 EOEX
BEPHELX Z7- L2 L OWEDH Y, $TlEZ% M
FHOFr{ H o) EimaJ iy LEEy 77—
BNCZ% B 7 — 7 VA L TR LR 2 ) 2 & A5—
HHTH 5.

ADPKD TiE, 1w LEEE TORE =FE
LY )= VTHET AL EIH T — T VMR &
NTw5., ZHOFTHZENT 2546, FHEHE
LT 2720128 TWF IO A, WLHIE LTS
J—=NVE e BEbNbI A7) v n-
butyl cyanoacrylate (NBCA) 23#AL#E] & L TR &
NTWB7 . ERFERA S T LR RIS
WEEZONLD, BEWETERELT, 124801
VEBORELERIER 7 EOERY 27 LT3
WEEENEWEEZEZ ONLIGAICR-T, 7 —7
VCHALK & 3 2 ERFREE T & L &g T
5. ZHEOBER~OWALHIOMHEHIZOWTIZIHERE L
v RN APHES LT, AN, i
MR, R S G STV 5,

PRBE DV TUE, BRI OZERIE [ 721 O
&, [JO12 B SLIKBHELEM | T, 72, %
XS 2 RIfEIMERZ HME LTT v a— V%
EAY B8, TKT71 R EREIENm | TREK

T&%. 72721, EHELT, KLY /-3
A T) IS RBEHIMER £ 7% 5.

& S HRRER

PubMed % L F ¥ —7 — F(ADPKD, polycys-
tic kidney, cyst puncture, Renal cyst puncture,
surgery, fenestration, decortication, marsupializa-
tion, decompression, ablation, aspiration) T 2015
FT7THECOMBTHRELZbDEXR—2LL, &
BIOLETIZEL, 20184E7 A E COMMZ /N> F
P—FIZTHREL .

& BEICULETRER
a. Segura JW, et al. Chronic pain and its medical and surgical
management in renal cystic diseases. In : Watson ML, Tor-
res VE (eds). Polycystic Kidney Disease. Oxford Medical
Publications, p462-80, 1996.

* 5|

Skolarikos A, et al. BJU Int 2012 ; 110 : 170-8.

Millar MB, et al. ] Endourol 2013 ; 27 : 528-34.
Higashihara E, et al. ] Urol 1992 ; 147 : 1482-4.

Bennett WM, et al. ] Urol 1987 ; 137 : 620-2.

Uemasu J, et al. Nephrol Dial Transplant 1996 ; 11 : 843-6.
Kim SH, et al. Korean J Radiol 2009 ; 10 : 377-83.

Lee YR, et al. Korean J Radiol 2003 ; 4 : 239-42.

NS O W

Ehtimid ADPKD OIEIRE L TR ALN, ZDRELE LTIIIME, BiEA, BE BELREDE
FoN3D, KICFROZVWEMNHRO 51D, BREMDZ IFERERDBDVIENY REREEICT
HETS. LHLEDSEMPETLENISNUEELRDSEICIIBIRELFECHEINFNZER L
RINER S50, AREERE L T—iiICIEMERE L TRLAOHEMEEREICAVLDONTNS I X
FY LK% ADPKD O#attO&|iHmICxS L TE#kd 2 W ERORS5T 5 & TERPHICIEME 1,
BIERIEG D o EVWSRED DY, REFAROMIRDPLBWEEICIE, EELTHXL.

60% L E1cA 7 < & 1 P EoRIRIIILR % 5
TrEanBY. ZOBEREE LTI BREA
JEEE, B ERITONLD, FHIGFERO W

C1S1=
B=

#HH I ADPKD %R E LTE L AR,



MmbEO 5N 5L, FhHIMZ#EY K EZTIE,
SMCERRINRE L, BREREEOETIE N E
SNnTwaY. F7 BIEERE % EOIERD 720
IZQOL XM &¥ 5. EHMMo% ITHEKGE
HBHNVENY FELEICTHET S, L LEYS
A IMAEST LI AL T & 7% B 558 1 I B B IR
FERIEBI T 2 Z L 2T 5742w,

ADPKD [CX19 % b 5 F 1 ABEGE

b T o F T ABRIE A kImEE & L CHEA o
MPERBIZHW SR TWA, ADPKD o il i
9B N7 A F AFBRMEHOHRE I
Peces 5%, 2009~2011 4F F TIZPRAFIINIER VI
T DTS % & CLrss L 2o WEEA T $E 8 H 1L 2k
L b I AW ABOPG %175 72 8 HlIZ DV THi:
LCw22. 3BIDEHIRIE S, 5 BlASEOHG ST
W25, WINRLEHTIRMESNTBY, R
FERE RN T 2 EORWERIZREO T v, 20
(37, WERZ &S5 2157013 EOPERD T AT
20 mg/kg O b T A F Y AWEEIRIES Tl E 7
FEGID, EHEIMZ AT E L, M &I CHImE
AET DI EBAIRETH 720, M T AT 4
M 11 mg/kg OFEIIFE G2 THRL A2 UM & L7z
Y OWMERDH L. WTFRLEWERIE o728 L
T, 017FICHE SN/ bMETHL 5 LY
L= & b TAXH ABOGEFEDREL LB L 2ES
MEOWFETD b A FH AREFEHCILLE TO
WM AYE C, EIMEA Dozl ENTWAHY,

PLE XY, ADPKD O#EfgificB\vT k7 ¥
 ABRIZIRAF G R ORIR D 2 W EIZIEEE LT
b L,

V. ADPKD : ;&% - SIHAEXIER

b T A FH ARRISEIREEO 720, BRI L
TWAGAIZIZEERG &R RENH 5. BE
BHIZEAEERRE L CRERESSMON TN D72
O, BEREBICADETHEMRESLETH S, GFR
¥ 7213 Cer 15~59 mL/43TiE#[E 500 mg, 2 [ELL
F% 250 mg % f@ H#%5-, GFR F 7213 Ccr<15 mL/43
TIEWE 500 mg, 281 H LA 150 mg =8 3 [\, &
M IR [Al 500 me, 2 [\EILLFE 150 mg % 38 3 [0
%45, HD H¥% (3 HD #RICHIRE G- 5. &5
& GFR Z 721% Cerl5~59 mL/%Tid 250~500 mg/
H¥x45-, GFR % 721 Ccr<15 mL/43 Tl 250~500
mg % 3 M5, #EHTEE T 250~500 mg % 38
3., HD £ HD BG4 57

& SHRRER

HkIE PubMed (3 — 7 — K : polycystic kidney,
tranexamic acid, bleeding, hematuria, renal hem-
orrhage) T2012E7H F COMMCTHEL/-D D%
N=2, L, GHOYUETICEL, 2018412 A F T
O A HAMEHEB L Oy Py —F 12 THRE
L7

* BEICLETREHR
a HAWEREELHEA A 12016, HER7E2016; 58 477-555.

* S|FSE

1. Johnson AM, et al. ] Am Soc Nephrol 1997 ; 8 : 1560-7.

2. Peces R, et al. Nefrologia 2012 ; 32 : 160-5.

3. Vujkovac B, et al. Blood Coagul Fibrinolysis 2006 ; 17 : 589—
91.

4. Alameel T, et al. ] Int Nephrol 2011 ; 203579.

5. Yao Q, et al. Kidney Blood Press Res 2017 ; 42 : 156-64.
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ADPKD I2HWT, 20~30%ICRESFEADEHT D EWVDONTNS. RERRICIE, FEEIZEIRRK
s ERBAREPES L TWS. BARDE L TRREFEADEISHZL, RBBEELTE 1Y
BRRENZWNEENTVS. ADPKD TORBIEADFIHRIRERE LILREZRVD, KMERRE
D, —IEBRHEEICKDREEADBETIEDRRZIND.

CI =1
A=

ADPKD 1235\ T 20~30% |2 RS A G b 5
Wb TEY, bHREOHETIZ, ADPKD &
DBEVETHI 21%, ORI 13% I IRBFA DA%
FDHTWBY. ADPKD 12 BT 2 BRA DA BRI,
BABPEERORESHPREVIIERELARD, R
TS LT b EEZ SNBSS —fEH 2R
BFEEIC L DIREER AT, BRIV T Ak
BORF% EDSHH, ADPKD ICA0F9 5 EHRE
MACTIIRBEADPRL S, KIZT2T9BhIVy
T LAERAD S, ZORRIZOVWTIES T SF ik
R ENTVEA, WL ATIE AR,

PREEAEATIC X BRI SETE, B L WIS ER < Ty
AT, L, WEMZe EOEALEHEIR Z1E D
ZrdHAH, WFERIRMIMK S L IZBEMESEN IR
PED D, RAPREERZEX, MREESI LW E
bH5D. T/, EIREEDLZWEBDH Y, BHTIC
B 2 BRI TH D, JREHADRRE &
o THMMBEBRREZTIEGREZTIELH 5.

b

T ORBREAICB VT, BEEBREICL VR
BEOMZEIC X 2 KEE, KIREORELZZIL I %
7%, ADPKD D& XN D 72 OMEDFEEDNS
%. %72, ADPKD THEO®E VIR AL, X
A TH b NS, KUB LIKENTEL L. H
WCT XRERKS A, Vv F Ui, YAF VA
Lo 7z X R A b FE L5 729, ADPKD
DIREAEO BBV TR S Y.

¥

Vpi=

PREREAC X BIERFEIEE, MaI2 X 2 IRERPHZE
X LIRE, BLOWEX LA LAEL S, EEH
BRVEAI21E, NSAIDs 12 & ) 908 O %M % 13
L. EHEES) L HL0, LEIDL bR
b,

— W 2 REEFE A I BV TIE, B 10 mm Ko
Y, £ AZHRIEOIIRETE 5720, RAFE
WaAT) . REROOBRIEAIREL R TE 53
e LTa 1 EREIHRESNTED, DIEDOR
BAEIESIEN A 54 V2 CIdER s L — F
BThs. Lo»lL, RESAIEARESL L TORE
WHIE 7 <, ADPKD (2B B Id v, fERSE
Bt 17 AUEHEG L e W a2 3Ry 2 1G5
AEWE T 5.

PREEREA OBUMANERE & LT, X W IRMEEZE
\2, ESWL (RAME BN A iealy), kit L Ol
IR E 8 % F 72 TUL IR BYRS ARE el ), #%
B R %/ L CINHERE & F v 72 PNL GRREZ OARS A
BEWEAly), MEREGE T Ty, BT H 5. — 2%
PREZAGE AR 2 55— & L TId ESWL 234 <
b TV 205, BEE S ADPKD 7% & OB ILEEIC
BN D DIEFNIHT L TO ESWL 12 X % HEA Bk
1F, 31~100% &, WHEICEDIZEDX0H 57,
ADPKD Ti&, ESWL (2 X b #Efamizs, Wiz =
TR EOMENH Y, HEEIIOWTIIEADOKE
&, WE, HAOWE(CT @ density 12L& 5) B &%
BEZ, HEICRETL2LEND L.



Fhh

PRE&REO DFERI 2 5 Z EITHFET RO
ZZOWEETH Y, P LA a st 1)
ADPKD T DR O TR A & et L 72521
R, — R 7 SRS T DT B O ZEARIZHE
Vv, ORGOLEEN, OEEOR1E, @REND
W, ROOLNDL. WRRIMEZ A L TWTYH,
W3 L b IREFFE A OBEEIZHIIN L 2228, mRERIR
S B L IREGHE O OMEBED BN 2 I H 5.
MOFPHEL LT, 72 BRIIRP pH & LA S
MRMIR 2 ET 5 2 L2 h, IREBREAODHEIETHIC
HFRTH Y, RERERIIHIEIE, "mRRKZ
ARV T ARAHEETICAER TS 575,
ADPKD IZ51F 2 HEH1E 7 ShTw e,

ADPKD B&DEEMEICX T 2EMARDE—RBREE TN PI /T2 THBD, 727X/
7IVDATETREHREFONBVGEEEHY, ZORRICIE NSAIDs DEM%ZIRET 5. NSAIDs
(&, BIRTIE CKD IS T B2REMIFHEIL SN TULEL. ADPKD OFIREITICES T 5D I3 LT
IETYADLEL, PELSEOBHEETZEZ /L TVWSEBEICK LTI NSAIDs DERISEZ DN E

THs.

V. ADPKD : ;&% - SIHAEXIER

* SRR

HkIZ PubMed (¥ —"7— F : ADPKD or autoso-
mal dominant polycystic kidney disease or polycys-
tic kidney, urolithiasis, urinary stone) C 1987 4F 1
H~2019 4 10 H O T L 72,

* BE(CLETRER
a REGSERBHRTA K4 > (5 210).

* 5| AR

Higashihara E, et al. ] Urol 1992 ; 147 : 329-32.

Grampsas SA, et al. Am J Kidney Dis 2000 ; 36 : 53-7.
Nishiura JL, et al. Clin J] Am Soc Nephrol 2009 ; 4 : 838-44.
Gopala R, et al. Nephrology 2016 ; 21 : 705-6.

Gokce MJ, et al. Int Braz J Urol 2016 : 42 : 96-100.

SIS

BR

ADPKD 5% 0 60% LA A3& s % /53 512, &
IS L B S ), SR IR
MEA, BRI, BERHMmMZ SICEVELLZ LN
%<, HBAVHT BIESLEL 5 5Y . —Ek
YT Z4~68D e <A iR L, FRoBghnE K
WRE S B, BFBRORE KIC X0 IS, ERa s
FHlEEI L, BFOQOL Z k& {{AhrY.

FEsH

ADPKD D@ MELIEII§ 2iEH & LT, B

LT Ta—FHEHTH A7, P& H ADPKD (2
X BBV LRI S NG E, T FIATERE:
EOIEEWGHEL AL, EFa Y b a— VAT
e, WHO OFF T ¥ —I12kD0 %, EWGE
EHETT 2Y. B BIREEI T NTI ) 720 %
RS 255, REPAT 557856 121% NSAIDs O fif
H%#%$ 557, NSAIDs I21Z7 AEY », COX
IR/ IEERME NSAIDs b 5. T b7 I/
T T A VEET NSAIDs O BB S- % %
L ERIBIIZE I T VT Ty, TA
) OIS BEAREFENG G- T 5 W HEHEI VR
mEnY, F2BO®%AMEE T, CKD A7 —
T G35 DEATHNI BTV TNOIEANIBWTH
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5& & CKD #H @
=10,

COX IR/ FEFEINE NSAIDs 127 A ¥ ~2kb

NEEREREENBRETHL LV IMRELDH LD, T
A2 v ERBELOHED HH MY, wTFho
NSAIDs (2BW T, BFRESERT L TWwaEHIC
LTCHRBWEEIEHTE )b dH b
25, ERRREREMEIT L HET L L) HENSL
WIS HR T IE CKD 1236 L C NSAIDs O F &
B EEEEOW MR L EE 2, BHICHEET S
CLEMIFENETHY, BT TS — Lo
ST 5 0ENH Y. NSAIDs THIEMAT >~
FE—VTELWVWEAL ST FR—LRFEFA
FOMHZZEETSH. 232 bO—LhOo0nkwn
TR LTI B SRR R AT 1 o BRI A 1595 %
ERS BN, WL ENTBRET RN,

WIS A BT R E S

* ERRER

#2213 PubMed (¥ — 7 — I ; autosomal dominant
polycystic kidney disease, kidney pain) T, 2018 4F
12 A ToOMHTHRE L7

ADPKD TI-ClEFIEE, HFI2 MR ORERDE
<, PEEEELL LD MRIZEGTFRISEET 5720

ADPKD BED/DEFEEE LT, EiFERAE (mitral valve prolapse : MVP), {&E18FEAHT 2
fiE (mitral valve regurgitation : MR) B—f#&# T4 2. HHED ADPKD BETIE MR PHRHZL
21%%Z=5%%. LD L ADPKD ICHETHRIREDBRAEICE T 2HEFZTHHTZLL,
SRICDVTIFBAS A TR

JE ADPKD REEFEREDREICE DS &, AV U—Z2JTHFELEMR EZMENERFICDL
TIEEEFE, & K05 &6 < FANEIGICE DV ZFRZEAM,
. BHEOFEL ADPKD 2BV TIE,

BRICEDEMTREE

INB. 20D
Z#EC)ATY —:/7@%3@%?&@3‘6.

* ZE(IC lﬂ?::)&ﬁ*il

a.

HAFEY 2., TET7 2 AEDC CKDB#EATNA FI A~
2018. ﬁ}?l:?ﬁ, 2018.

* 5| AR

S O W

10.
11.
12.
13.
14.
15.
16.

17.

Lo

Bajwa ZH, et al. Kidney Int 2004 ; 66 : 1561-9.

Miskulin DC, et al. Am ] Kidney Dis 2014 ; 63 : 214-26.
Bajwa ZH, et al. Kidney Int 2001 ; 60 : 1631-44.

Eloi SR, et al. J Bras Nefrol 2010 ; 32 : 386-99.

Bajwa ZH, et al. Kidney Int 2001 ; 60 : 1631-44.

Casteleijn NF, et al. Nephrol Dial Transplant 2014 ; Suppl
4 1 iv142-53.

Casteleijn NF, et al. J Urol 2015 ; 193 : 1470-8.

Santoro D, et al. Clin Nephrol 2013 ; 79 Suppl 1 : S2-11.
Fored CM, et al. N Engl ] Med 2001 ; 345 : 1801-8.
Nderitu P, et al. BMJ Open 2014 ; 19 : 4.

Swan SK, et al. Ann Intern Med 2000 ; 133 : 1-9.

Whelton A, et al. Kidney Int 2006 ; 70 : 1495-502.

Wu ], et al. Clin J] Am Soc Nephrol 2015 ; 10 : 435-42.
McLaughlin JK, et al. Kidney Int 1998 ; 54 : 679-86.

Swan SK, et al. Ann Intern Med 2000 ; 133 : 1-9.

de Jager RL, et al. Nephrol Dial Transplant 2018 ; 33 : 614~
9.

Hogan MC, et al. Adv Chronic Kidney Dis 2010; 17 : el-el6.

PRI L D 0EREER 2 ) —= 0 7D

%ﬁﬁ%?&f@?‘%.

DIfEE

/DA AR AE

FEBMICKY, ERFREEDHEF
BIREC KB DA HHE (ORFIRE




Bx - By

ADPKD 1235\ T, SILE, CHEAEAES X Lo
& L7 UDIRINE S PHE I TH ), Ea TR
LEETLAMETHAHY. F 72 CKD I LB %
HLT, DIEHROY A b0, LS
FRATIE A AE O FFAMG &, OB RE/LIERERHI O 5 2
THEHTH 5.

LR E AR & B OB ERED A 7 1) — =~
7, CHEEPFEINTE AR R TEO b Nk
WEDERDDH LY. KFETIE, ADPKD ~O.LJiE
G BHE CONRITIRAE 2 & d0) A7) —= 2 7 2 #E3E
B D RET L7z,

fEsH

ADPKD (2B} % FEIED HIRERLTHEIC L 5 F
BUGEICE T 2z Lw. LA L, ADPKD T
(OB T B R AN <, RIS MR O A& BFSEE A
MR D5, i B AT 2 O B i 1
WIHTHY, A7) == 7 THEED O MR &
ST SNZHEBNC D W T EREEFME, B L OF] &
Bt < FMTHIS S IO W SR IE R, R E AT IS X
D, T RIGESHIFESN L. £/, ADPKD 2
BB IEERRR OHIEDOHE XL E L, OE
HEOEEPOETFHE TS 2FHMEEHE L 2D
VB, IO, LA HE (FRIEZ &) OB DS
i\ ADPKD (2B W T, (DEBE A X 50
BEPHEAZ ) —= v VY OEREZHERT 5.

SRS

& b OBV OE T EE X EIETREETH 5
75, WSO #EED TIE, ADPKD BED 12~26% 12
MVP %788, ZHUE—HERNCZ BT 2 = (0.6~
24%) % K& BB ZoI3h, KBRS, A
LD T IERE O f B E S 10~30% (23 L T
5. bHETIZ, MVP OIS 2 TRV,
MR 25 b ZWABRETH 1) 21% % HO TV 5.

L% L ADPKD (2B) % FIEAED HIREE, B X0
FRREOES, #HICET2HEILZEDbOTZL
V. I MVP O F IR E SRTw b5,

V. ADPKD : ;&% - SIHAEXIER

xR (BIEFEROEERTHE

BE thEE =2E
TEMETHEE
EEEET 1+ 2+ 3~4+
L— K548
ho—kos | <4 c_mziT: EREEOD
Sty NG (;E%ﬁfﬁd) 40% 1k

20% K

Vena con- <0.3cm 0.3~0.69cm | =0.7cm
tracta width
EE5HIE
WRE (/beat) <30mL 30~59 mL 260 mL
WRE <30% 30~49% =50%
¥R AO| <0.2cm? | 0.2~0.39cm? | 20.4cm?
[Tt
FOMDOESR
EBEH1RX HEK
EEHIR HEXK

(TBEREF DB CRRICE T B HA N+ > —RREBRDIEE
BEICETDHA RS> (2012 FHETHR) K W ER#ER) (STAR B,
ENIEL):))

BEERREBICL YV BA L EEZ DN TV,

MR DEFEEE (R)*S L Adr PRI LTHE Y,
HERE DL L OWMIE L b OWh, 7213 EIURE
DT (LVEF=50%) 2°® 54121, 5 EUAD
T & D 720 A XY MESIERAT49% & E\
—J, WEEN % {, EBEFEOREE(40 mm LUF) A3
HoH%E, BHERENIEMTH L6, FISERIE
1%z &F 57,

S5 IR MR OSB8I 5 HIREZ
R DIERER AR &5 5 ARSRTERIE, AR
P FE I A 25 40 mm?Ph - Tlid 36% T % DIk
L, 20 mm*KiiT3% &, MROEFEEICL D KE
S E%nY.

HOAE O [TEEREROBE L IGHEICET 274 K
T A IR EOIIEYGRICET 2H4 N A
> (2012 4EELETHD) | Tl MR »5Ebh b BB D%
Wi, FEAEREREAN, (OPERERREMN, M04TEhEREREAMN LSRN
B AR 5 D A 00 38 ) % 3208 (class 1 - B - %)
THAHZLIZODWTIEHEN TS D, HEHWIER
FEAE C —F L TWw5B) LTwbY,

ADPKD M2 B T, H% % (grade 2) Ui ED
MR%ZETLEEZbNLEE51X, BETEKD
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18%, LT 8E% LIESN TV D, ZodEIAIE,
BHICTRFEAB L OERERB LY DAFEICS
W (p<0.05) A, WETIIAERELZRO L, o72. &
7oAk, EIME, BREREEEZOETIISLT, FHib
RAE L R HEMDPED bNY . ZOMERRX,
ADPKD #£[ T, FEEEEFEIZE M L7HEIE72
DTV,

DX, ADPKD .U EMRATIC X 5Ol
FBIEA 7 ) — = ZIZHERTH Y, FRIIHSEED
O MR &8I TIE, FIHIZERB X 20k Y)
72 FHM & AP & D A P RUGES IR CE L & F
ZHN5.

ADPKD % &® 72 CKD Tl&, Z0OH#ATI21E-T
EIEB X MR EROEEL 724, ZokH%
MATERER X OVHpkE, VPR F 12 X 5L IE RN
SO CLEEEE) 12, BN GEIEELLE X 72
T LB~ OEER, BERAMICE DAL LLEER
KLVH) X, GIEEPHEIC L 2 FHROMI L7z
A7 BEHTH A, ADPKD HEF 2B\ TIldEin
JEOF b 5 20% R E DO EE T LVH 5]
ganpW, FoEREEAHLVMD OB
WA (TKV) 30, eGFRIKTF, &Pk & BES
B2 F 7 EIMEE RS 5 ADPKD BE D 48%
IZLVH 230 5% —J, 74O 7+0—7 v 7
DOFER, ACE [HEHE %2 & & FEE#EEI2 T LVMI 2°
WHTHZEIRENTVEW,

% 72, ADPKD £ D 58% |4 S VENEIRRL Ui i
(IDCM), 25% |2 FZEMIEARTLOAE (HOCM) & &
BEL, — W OBEDFAIRFE(ZENZ10.04%,
002%) X D bEWZ EDHE SR TWAEY,

VEXY, REEAZ) -2 T ORL LT, I
Hig B AR AT X B AR E e, (LAE O Rl
b, LEHEEOREN OB TR E T S S EHE
Hol1lotEZOLN5.

ADPKD #E D 35%121%, LRI OFr AR

H 5N, CKD EE(9%), FECKD EHE(4%) &~
B TH B 2 ENREY SNTV B, v
HAEEETH VRN ERIIAHTH L. T2,
ADPKD CIIMgB KB IR W EE, EENIRSE 7 & O A bF
FEDHEN D BA5, BRHEELEZ 5N BT,

& RERRR

HkIX, PubMed(F—"7— F : ADPKD or auto-
somal dominant polycystic kidney disease or poly-
cystic kidney, heart valve disease valvular heart
disease, screening, echocardiography or echocardio-
gram) C20124E 7 HF CTOMBTHRERL-D D%
N—2A&t L, SHEOYETICEEL, 2019411 HFT
DI &2 HAMEEH B LU Y P —F 12T
L7

¢ SE(CLEERER
a TEBRZHHEOBM L IS T 274 K54 2 (2011 SEFEA T
WEZEEE s ) — B B O I ER T2 04 K51~
(2012 4EELETHR) .

* 5| AR

Ecder T, et al. Nat Rev Nephrol 2009 ; 5 : 221-8.

Hossack KF, et al. N Engl J Med 1988 ; 319 : 907-12.

Flack JM, et al. Am Heart J 1999 ; 138 : 486-92.

Freed LA, et al. N Engl ] Med 1999 ; 341 : 1-7.

Bonow RO, et al. ] Am Coll Cardiol 2006 ; 48 : el-el48.
Zoghbi WA, et al. ] Am Soc Echocardiogr 2003 ; 16 : 777-
802.

7. Avierinos JF, et al. Circulation 2002 ; 106 : 1355-61.
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SHEICXT T B4R aE

1) EXRUEZFRMEE

ADPKD BEICHEWVT, ML EHICHAINBEADTEEICARY, RBHEIESRDIBEDIFET
3. ZOEOBRBEATRIESBIAICBIGCRY, REREFRT25RENRERILTS. ADPKD &
ZOREXBICXT 2 BE#IRERE S (transarterial embolization : & TAE) 13, XL =B&ME#HE/NM
BN THBEWDZLLDHRED SN, IEFETIIBBERIOBIERDOERBEHPBEEKXICKZEROKER

HICZ<DET, TEHNBELDICHE>TETVS.

BICXIT 3 BEiREIEEE

R

ADPKD EBHIZBWTIE, WHOEIZ LD
FasBiL, e & QICEERDSBEE ISR,
I EEIRD I < 7 DIEBIS A SNL. EEI 45
BN 2D, BRI L T2 2SIUIE R
W2, AVWHEHAHIIDL ) A, T/, JEHEHES
I2& D) QOLIFFE L A3 5. AVRHIYBHEFRAT 1,
JEBA & DOWEEEAEB NS, Gt
AL ), WEEe o E23hH D, B TAE 13E
KLUZEHEEBMEDNNENEFETHLE VR 5.
ADPKD B# O KEEHM/ D720 DOF TAE 12
DWW T 5.

g
=]

ERWEIL, SEaA VY Ty ) — 7Y,
polyvinyl alcohol (PVA)*? n-butyl-2-cyanoacry-
late(NBCA) V& & F EEAMENENA TG, &
DEBRYEIZB T BEEREMENORRITFRD S
., TAE 212 71 H TF 50% 12 FE D f /2T dh

slil:l

5347 TAE RIS D 5 728, TG AL RRTE

RFEF A FOFERPLEE 2 L8505\,

TAE 1% 3 H M 1X 38C U Lo AL, 18
MAEEE C-reactive protein(CRP) ® FA» 5 <. F
SA4 Y ITA MITAE#3I A ETIEIWAL, 2D
BEHERNTEL L) Ahb0, Helns
%Y. B TAERI#%T® QOL % SF-36 %41 ¥ v
O 15 MO G M WA L 28 T, SF-36 TF
TAE %12 QOL "% #HLTE Y, VU IV F L oft
TiL, JEIRIZ R Ak, MoBel) 20 B HERIC L A
WRD% < HthE L T2, B TAE %2 TAE ©
MPICHEL G2 5WTE LT, &Sk, SMENSE
WZk, BREEDQENKE LB (>5cm) 2iH 5 C
& PUREIIUTE 2SR S ARG S hTwa?, F

c BERBICIIERE L0, bl k%
BT, IGEEILEE 2 DLENH LY.

Fi&

Hoshino 5012 L 5 L, B TAE#% 54, 10
FEDOEFRIT 8%, 56%TH Y, HABHEREZD
featdiAcic X 5 ADPKD @ 54 :77%, 10 4 :58%
LD IWHERTH -7 ERFECHERIE, (OIME A
R IH39%TH Y, ADPKD OFEN EH & FFEE
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TdH o729,
BRENEEICHITSHE TAE

JEREENT BB 2B A BEAERMNE BIICE
TAE & Bl % feig L 72 37 6 (8 TAE 21 61 :
BRI 16 61) O T, B TAE # it L2 &
HDIZH A, ABMIEAE < (5.0 H (IQR 4.0~6.0) :
85 H(IQR 6.0-11.0)) L <, BHHEN D % ro 72,
F 7 MEREENT % BB L 72 AEB] I3 TAE T 286% T
B AT O 68.8% £ VA S 227, IEBLENTE
TIZBIT 2 TAE FBEERAM/NMAHTH 5 He
ERAT=AR

* SRR

HkIZ, PubMed (¥ — 7 — I : polycystic kidney,
arterial embolization) C, 201547 H £ TOARK T
MRELZZbDERX—2L L, 2019411 HE TOM

ME/NY F—FIoTlRZE L7,

& BE(CLTRER
L

* 5|

Harley JD, et al. AJR Am ] Roentgenol 1980 ; 134 : 818-20.
Ubara Y, et al. Am J Kidney Dis 1999 ; 34 : 926-31.

Ubara Y, et al. Am ] Kidney Dis 2002 ; 39 : 571-9.

Swabe T, et al. ] Am Soc Nephrol 2016 ; 27 : 2177-87.
Swabe T, et al. Nephrol Dial Transplant 2017 ; 32 : 1176-83.
Hoshino J, et al. ] Nephrol 2015 ; 28 : 369-77.

Sakuhara Y, et al. ] Vasc Interv Radiol 2008 ; 19 : 267-71.
Sakuhara Y, et al. Radiology 2015 ; 277 : 277-85.

Cornelis F, et al. Am J Transplant 2010 ; 10 : 2363-9.
Petipierre F, et al. Eur Radiol 2015 ; 25 : 3263-71.
Morishita H, et al. J] Vasc Interv radiol 2011 ; 22 : 1631-3.
Pierre M, et al. Nephrol Dial Transplant 2019 ;

© NSO W

— =
M=o o

2) EXULZREEERRICXT SHEIREIREE

ADPKD BEICEWVT, M EBHICSHROFERZE T DEADEZICKY, RBEHIEIR
BBEDPHFMETS. IOXDBBETREEBESTDICENLGIRY, RERETR TESREHIBRNLT
%. LPL, INETICZOZRICEKR LIS T iaBAIRHEIL L TOARL. ADPKD BEDEX

BFICXE 9 % FFEhiREE 8% (transarterial embolization : ff TAE) D#R& 1340,

LHL, ZhbHD

}RETIE, FFTAED ADPKD DREARTZ#/NT DMRDH D ZENRENTHY, FFTAEIE, ADPKD

BEOHBRENAN THAUEEDHS.

A
B>

ADPKD B#H 2BV T, LIZLIEHEIC b £ %
OFAHSHEL, BRTHLZ 0D, LHONFHE
faxt LEWHZIFERY 24 % 8&(1X, ADPKD &
HORIZ0%IZALNDE LIRESNTVD, kL &
HICEFIER F 7 IIFIE KA 22 ), IR
AR R B BEDBALNL . AFESHoIcENR L
Y, JEFIIEH L WL BURIEREEZ, 5
VESHY DX IR B. LAL, TRETICIO

FEHNER L 72 ISR 3 2 0B L Tn e
V. BERI IR LR, BEN B AR, U R,
Rt 7 E0AThbN T XA, HFE D LV EdEIEA
N7 d- 72, ADPKD B# OEKIF AN 72
DO TAE [ZOWTIEST 5

FEsH

oy
ADPKD B#H OERIFIZK§ % I TAE O #Hid 13,




2004 4E® Ubara S5O T TH L. 56 O BN %
ST T 5 5% ADPKD % T, FEWLRIERFE2H
TAHBREHEICHN LTI TAE 21T-722 25, fiifk,
FEE LGHIERE AL N, —8EEoMmiE ALP,
yGTP, GOT, GPT, LDH, CRP ®_LH-AA LN
S, EEZAGMEXALNT, 24E7%I1E, AR
DOEALIZ TAE GiD 54% 12 F THA L7 s SN
72V, 2 0th, IF TAE OMEIZD VAR TE T
W5 ERYEIX, £Ea ALY, polyvinyl alco-
hol(PVA)?, n-butyl-2-cyanoacrylate (NBCA)?,
tris-acryl gelatin microspheres? & & F X'F 7: 75
HENTVD, HEMIISESETTAERLIET
85.7~933%217% 24ET788%176% Td - 7205,
DB ALNZ VIR L H 270 LML TY
TAE % 38CHEEDFHEHRLIF AN AL NLLDY, (3L
A EN5 HEINIZEGE L, —@ME I KIERL, AST,
ALT R EDQ EANRZDO SN T W55, 1EMBEET
¥ LT\ b, TAE RIFER MDA 5 1726

TlE, BEERI R BN 7 & 0 H RAEIR OREHATA 5
nzs.

Hoshino & O#4512 &k 5 &, JF TAE 247572 221
BIOFENTC, B TAE #£54F, 104FDOEFHEIL69%,

1% THo7-. ERETERIE, FRERRG K
ODIFARLETH o727, EHIHAEBOKXEIZL -

TTHREMBN L 72MER FEBOKE V(T
>9574 cm?®, ZPE<8181 cm®) TIE, /& Wil (B

ERLUZRUEFEBOBERE LT, NLF—f(BREERES]),
ITEN2. HERPEAL TORFT2ICEDZEREHTHY, BRI E Gigot 74 (R) IC K2 %A
DEEE C:ébﬁfiﬁ%@ﬁﬁﬁ%*ﬁ?ﬁ?&%‘éa’bé HEROIFERICX U TOARIBRRITHE L&
, FEIFIRICK S ADL E TR EDERDRVBRICIE, XL 7S HMER
EROFARZHENL, T‘Jk’(” QOL ZHXET B EMICHBIREREZITO ZEZ2HRTS.

WD, BEERE T, BRERE

V. ADPKD : ;&% - SIHAEXIER

<6433 cm®, ZME<4,638 cm®) & ) IS AT ED
B, 3, SEAEFRIIRKEVEET 3%, 48%,
INEVEET 89%, 7T3% Tdh -7z, ERBTIHRIZTE
W igens 22%, WFANGDS 20% & s ST 57,
COMETIE, FEHEOREWEE (H1HE=8142
cm®, LE=6,078 cm®) TIEGED ) A 7 A LA 5
ZEDIRENT VA, BF TAE OEERNEIIME AN
WREL, ARMEOEEE T ER) L#EIG %o 72
I DL CTTREMED D 5.

* SRR

WHkiE, PubMed (¥ —"7 — F :polycystic kidney,
arterial embolization) C, 2015 4F 7 H £ CTOHIH T
BMELEZLDER—2A L L, SHOYEETICHEL
20194E6 H £ TOMM /N> FH—F I THRER L7i

* 2E(ICLIETREH
L

* 5| AR

Ubara Y, et al. Am ] Kidney Dis 2004 ; 43 : 733-8.
Takei R, et al. Am ] Kidney Dis 2007 ; 49 : 744-52.
Hoshino J, et al. ] Nephrol 2015 ; 28 : 369-77.

Park HC, et al. ] Korean Med Sci 2009 ; 24 : 57-61.
Wang MQ, et al. Abdom Imaging 2013 ; 38 : 465-73.
Sakuhara Y, et al. Clin Exp Nephrol 2019 ; 23 : 825-33.
Hoshino J, et al. Am J Kidney Dis 2014 ; 63 : 937-44.
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Gigot 7348
I8 a3 10 ERE T, FAOHRITLEBHREL TEY, 2RKEUEOEEREEDH5. 10 cm LLEDOX

BERDPHS.
08 NU~pBOBRDHRICOEARICAHELTOED, BREOGVWEBFEEDPHLEEERTL TS,
ME N~ hBIDERADPFRICOFAMEICHE L, FEREEFERBICOBLDLETL TORLN.

B

2SR S AT 5 L ER L 72BFIC & 0 Ak
B (E, B)2Jeash, BYosEEErEr, &
ST B EARENHIRIC X 5 ADL KT, Bl
fEODIEBIZ X AIFREEEA AL, 1L < QOL %K
TEED. WEBEHKOV A 7725 —L LTIk
iy, M, BFEoMR, A M X ryoffifice
Wb, BB E AT B IHEAERERNZ D 2 A
B, AEHE R A HEZ RO A 550 H
5728, ISR EE v

s

£z

KL F+—il
FHIOBEEDS>5ecmDBEAIC L VS E RS, F
L=V 2 72 RN PR O & Tik 100%
T Y. BRNICZY J—), 3% A7) v,
T NIV A7) Ui EOFEF EIEAT AL
BER$ 5 2 & THEEI 21% LIRS ARG Tl
7:6\/,2,3>.

2T

NEHREIRO 2 Tl D REN D2

sIIJI:I

ikl

JFERTENCAAAET AW a RSB R 2 RHE T, 92%
\IERDYEZ RDBY. L Lad S 24% 125
DI, 22% RO Z WD 5P, IR
BRTORBMIITONL L )R> TETEY, B
JEAT & A DR EHE SN TV B,
HNERIFFEIRR

GigotIBIZERI & SN 5Y. KlEZR AR EHE
S, MIEEZED? D 86% D BEITIERGE LY R 5
W, 34%HEFE L, F7/251%IMEK, MK, Him
B EOEBEL £ U, BT 3% & #H DT
IR L 0 &Y A7 RLETH 52,

FFistE

B LI IS ERIEFERT L2 v
O, ME—DEEDVLED LIHETH LD, DAETIE
K= oD HETH A, 7230 H OFETE=
DS5%?, MHRAPREDT 46%° 1D S5 A3, 54
HEAFERDT92% LMD IFEEE D 75% 12 L TR
TH5HY.

WIS & 72 BAELE Gigot MAITH Y, KIBEAL
KR, B2 EZEPEL, QOL 2% L {EEZ
N2W6, SEOIRERMIZ LD FFUIFRDS K 72 3;
&, TR % AT L 2B OFRIFEE AT 30% LU T & 7%
BGE R ENEIETH S, £72 ADPKD D4,



FAEITH T2 EBMEFRICHITSND 2L DS
WO RIS R REE T A — T, A
JEZ 57.85%, FETCFH 329% & Filf) A 71T K& <,
S O R X R I HIEE 2 A JEIRH T 5 LD D
BT L DA TIE B O 5 AR
8595% T V), MBI HFBMmE L, B
IR AETH 5.

20194F 6 H 7 HIZ b A E ORI BREAEE (L
EI Y M) EIEREDOWUEA D Y, polycystic liver
disease TiZ, LLF?D & 51 12 Model for End-Stage
Liver Disease (MELD)score DD} FAEH & 72 >
727,

OFEfg I, AEd 2 IRERGE #7377 123
ELLE), RIS Lo 7- oW K5 7R3 355,
FEIARROY G, FISHBS LT L 72 ) & H ks
* BT AW EICHE ATV, BT MELD A 0
7 16 HAHE L 5.

@F&HE, 6 WAL IZ2H0MAEET 5. Zh
L0, SROHETHERIIT S 2 IFRBMEE 2 5
eI NS,

L VR BRI A K9 4 ~ T, Gigot 1 Bl
WA LT R L=l 5\ WIdF &AM, TR
LT FOIBRAlT, MWARNZ LR Al & 55— %
RELTHRETLLELTWES.

PLED X 9\ CHVRHEE R I —E DRI R 1E D % A3,
EOHER RO L7120, HEMIRORE, 054

V. ADPKD : ;&% - SIHAEXIER

RRIEFRBEOREE Lo ) LFHliL 729 2 TfF
) LRSS D,

& S HRRER

1313 PubMed (¥ — 7 — I ; autosomal dominant
polycystic kidney disease, polycystic liver, liver
transplantation, aspiration, sclerotherapy, fenestra-
tion, hepatic resection) T, 201547 A ¥ TOHIR
THRRLZLDEN—AL L, 20184 12HFTO
HEBLONY FF—FIZTHRE L.

* SECLLETRER
a BHRMIFERSHRITIA T4 >, EAEGER 7R E B
G (e PR BOTARBT e 38 [ 380 0 5 RISk 5 2 i 7

A KT A AMERLE RNy 2 RS ] HE(2013 423 F).
b, BOAEHFRAEA RS (LY Y x v b) sk b B3 2 2R

* 5|

Saini S, et al. AJR Am J Roentgenol 1983 ; 141 : 559-60.
Drenth JP, et al. Hepatology 2010 ; 52 : 2223-30.

Garcea G, et al. ANZ J Surg 2016 ; 83 : E3-E20.

Russell RT, et al. World ] Gastroenterol 2007 ; 13 : 5052-9.
van Keimpema L, et al. Transpl Int 2011 ; 24 : 1239-45.
Gevers TJ, et al. Nat Rev Gastroenterol Hepatol 2013 ; 10 :
101-8.

Schnelldorfer T, et al. Ann Surg 2009 ; 250 : 112-8.
Aussilhou B, et al. Ann Surg 2010 ; 252 : 735-43.

Van keimpema L, et al. Transplant Int 2011 ; 24 : 1239-45.
10. Coquillard G, et al. Liver Int 2016 ; 36 : 1018-25.
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KRB ZICHT BiaE

72

DR & AR, REEAETIEER
F, JEREEAT, MEENT O VT R OBERRRED
PVEEE 2D, BREREORERIL, ElZLoTHR
S ERRDLY, BEOBEIR, Fr—BoOME, EF
fefltoME, SOIHEQOHIEREZ L, £ OEREE

1) Mi&RSE

— 9L 1 [l 4 BER, E 3 MOEEYIT) . ik
IEER B X OHFEKRZ ) ADPKD B# 13 KED
BN TR K EE 2D 2 L3 b 720, IMiE
MDSEEELENT £ D b2 {ATbN b, MEENTEARL

2) ERRR&ET

BLTHEZLICELVWEIR2 T 208 H 5.
ADPKD #HERAOMEE L CIE, MEERENEL %
T LBRICENBE AT 5720 DN A= 2D
TERDSHEE 72 5

DEAE O MEE A & L CEMTH Y.

* 5|FAXE

1. Jung Y, et al. Nephrol Dial Transplant 2016 ; 31 : 73-9.

FRRREMIE, BIEICHT—T I ZRBALTEMRZHE LANT B ETHERAD SEZEMP R BIK
7 - BREERETSD. BRPERKLTVWSHEEIE, BEAOSITARTEAN-AZEEFRT BLHICH
AEREFHADOBREHLETEHEDPDHD. REENZHLES5~10F2BATHRET 5L, HEN
PERRIELEZRIET DU AT D H B, ZORICIIEBECMBRSEHNDEITEERT 5 (BRRENR
DBISIC OV TIE, Ta2 TADPKD (XY B ERSER DBISICONT] 2B8R).

FEsH

MEAT & e L <, MERENT X, FREREO
BEHRE R 008, HeERI 4 L - ATENRE, B X
OCHGTOIBNEE Lo )75 v AR EOFIE
5. FREFEBEOMERR L, LM RE, AR,
FBIOI AT VAAHESE, A, 2%E, KEIH

G EOMDOEIHEIZ S HIRBRE S HTEER
BRTWwa. HEENTIIBE TR S THEEETT) /-
O, MEEHNT O X 5 AN EREE 22 25 5 4
Bz, =T, JEREEO AR p g IR R AR AL
FEZR EDOEHHEISEENLETSH S,
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$EH ADPKD BAEERE TIX, BEREREO-D
ZIEREZS A GEATI O E) STl vz
¥, ADPKD BAREBENDIEFLEN 12D Tldi
BE LrwnEw) EZNEHh o7 ADPKD BAS
BEICBUT L EEBEN L, N O BN RS A
R—ZDFIR, EREAIL =T D) AT OB, Fil
BEORREOHMDEEE 2556055, T
5OEN 7 ) 7 cE&IUE, ADPKD EEIZBWTD
JEREENT 2B AT 5 2 Ll HorIciREE ER SN 5.
RS

FEI=}
AR

ADPKD TIJEK L 728N B 2 MEREN % s L C
B, BRERAAR—=ZADWWMANEED A5 70 34T,
JEEEAOL =71 ETH oMY, BEEEY, fs
RGEDPBREINL LS, BENISENTEEZ A
NBNEEENT 2D W THERIT#EIEINTH B L ST
&7z, L22L7%&ds, #4EEL, ADPKD ThAb I L
BB OBRE T 5 L3RV E T 5 W
27579 BED A FRITIC BT, ST IS B
\7 % ADPKD H# OG- IE, o IR ED R
FHEHMLTORLEDE > T\ EDNEH S
N1 ADPKD #'PD O TId %W 2 & HNE T
VENTETWS, 5141E QOL R & HE, L&
BOBIENS, BHTLICEEENTOBIG % E5E L
TV UED B 5.

1. ADPKD BE\NDIEIEEN (BIREEESHIE

(CDWTIE ADPKD BE & DHE)

ADPKD BAEHEEZICBIT 2 EFEENTE, EAE
JARF OB L GNDL I ENTE R, BEShIHE
FLEMBIEDGIHED ) B, PERRIEAE) A 712D
WL, JE ADPKD B#E & ZEDNA SN\ E W) IR
DI NI e N 0 5 T R A — 2 o
B, JEBEAL=T7 D) A7 OB, REBEEOH NN
ROWEIMIMEN LM EE 225605 5.

ERH OB EELAV=T D) A7 1L, F
ADPKD B% X 1) B\ & 0HEHDDH 527, Jankow-
ska 5%, JEHANV =T LEFEOTRND ) A 714,
JE ADPKD B L Iz L ¢, whiefii 32 % H o#igE
IR T ADPKD #BRED 2 i o 7248, AR

V. ADPKD : ;&% - SIHAEXIER

JEREAIV =7 54%, BNTEOWIRNA81% LK<,
NS DOEPHERAEEIRETH 5720, MLENT~
DEAEREED LI D 2 E T h o Tz & i
L7222 F72 Lisid, BEESHZHITLTWS
ADPKD BEDELE~L = 71%, YRS ERIC 14
S5 RCIEBENT OTERATTRE T - 72 L s L 727,
WYL TIZB M AR & L 2SN B ER
TRTOFE AN EE L S L FHET L7720, TOMH
EBTHUEDNDH DD, Zhang H D A ¥ FHTT
1%, A7117.040 A (9 5 ADPKD 1897 N\) @ B % *)
Sk L7z 121072 ¢, ADPKD O JEELENT B &
JEREEAT D Rh = (BEMEALENT =Kt/ V, JEIEZ LT F
ZVBBRE=D/PILTF=L), BIEI X, BR
BHEoZE, EREENBEAHE, SR T
IZBI L C, 9E ADPKD &N B & A EAET B
TWiho72'9 o728, ADPKD BFIZBWTH
G ENT A EAT LI T REE E 2 BN,

* 5| AR

Del Peso G, et al. Perit Dial Int 2003 ; 23 : 249-54.
Jankowska M, et al. Int Urol Nephrol 2015 ; 47 : 1739-44.
De V G, et al. Perit Dial Int 2002 ; 22 : 82-4.

Pandya BK, et al. Perit Dial Int 2004 ; 24 : 79-81.

Kumar S, et al. Kidney Int 2008 ; 74 : 946-51.
Jankowska M, et al. Int Urol Nephrol 2015 ; 47 : 1739-44.
LiL, et al. Am J Kidney Dis 2011 ; 57 : 903-7.

Sigogne M, et al. Nephrol Dial Transplant 2018 ; 33 : 2020—
6.

9. Yang JY, et al. Medicine (Baltimore) 2015 : 94 : e2166.
10. Zhang, et al. Kidney Blood Press Res 2018 ; 43 : 1539-53.
11. Lobbedez T, et al. Nephrol Dial Transplant 2011 ; 26 : 2332-
9.
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2. ADPKD EZ2E\DERSET D& (e FEICD

WTHINDBRBEEE D)

ADPKD BH 2B 5 Ear T IO TIEBLET
OB REBELE LD AEN TV LD YTV A
LR S CUERES. T & Twi 72\, Spithoven 51X
RFRP: % 1T T b ADPKD BE D 2 FAELFE
(&, IMHENT O — FH0.75), BEBLENT O\ — F
£ 055), BN — R 052) &, MEENT IS
\F B EAFROYEA RS Vv E S LY, ADPKD
BEBY B WEBEN AIMEENT £ 1) b EaFED
FWTTEREARIE S 7z,

SRR L, BED Yang b O TIE, JEEE
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Hr o ADPKD B3 O EAFEEDMPENT OBEE LD
bEIFTH - 72 (BEIEENT 125 A, MEHT 1,292
N), AT~y F 7tk mE(EEET 122
N, MEENT 244 N) ORI EAFFRITH B % 700
e h o722, Sigogne X7 v AOEEM R LY
A 1) (ADPKD ¥ 638 A) 128\, ADPKD &
H O 5 AR HEIIMELENT & MALENT O M TH EE
e &Rt U7z (BERENTRE 12.1%, IS #E
137%)%. 2o 205 % &t 4 DO % RET
L7z Zhang 5 ® X ¥ f## Tlx, &FF5762 Ao EH
(ADPKD H# 1235 ) I2BWT, JEBEN L Mk
BHTE O TR TRICEEZ IR SN o7z
(RR : 087, 95%CI : 0.72~1.06)". JEE A ~— 273
A7y ADPKD BEE 12 BT 2 JEEENT X, #INA
TADEELRT W ELH Y, BIKNT, S
PO FERBEE L) DEGFHEILIVEV) T

ADPKD IZxt L TDBBIEIL, TREERRTHUBBHERICHERTSIEPBRVEHIVERTDH
%. ADPKD XL TOERHEIX, RENFIRELSD TREDBBEERLLSICITAS. MORE
BOKRPBEARLBEELUNT, ZOBREEBEDOESIIRF CTHD. —RICBEBIERICEAFEBEDY 1 X
W B/, BBIERICERBREERMNZ 20X U TIT O BEIRLR UV (BBEROBRERMTIC OV T
(&, T& [ADPKD B&EICXIT 2 BB ERDOER BRERMICOVNT] 28R).

VR Y AL EN T WA, BB EDEE
& RAAERERE O RIF OB S OJEIEENT OE A
LT LWEGNIETICHFAETA2DDEEZ SN,

& S ERRER

HkIE PubMed (3 — 7 — ¥ : polycystic kidney,
peritoneal dialysis, hemodialysis, survival) T 1995
1 B ~2019 4% 10 H oI Tk L7z

* 5| AR

1. Spithoven EM, et al. Nephrol Dial Transplant 2014 ; 29
Suppl 4 : iv15-25.

2. Yang JY, et al. Sci Rep 2015 ; 5 : 12816.

3. Sigogne M, et al. Nephrol Dial Transplant 2018 ; 33 : 2020~
6.

4. Zhang, et al. Kidney Blood Press Res 2018 ; 43 : 1539-53.

fiEEH

ADPKD 1Z4f L TOBERBAIL, LRERETHD
BB HRICHET LI LRV D L VEIETH
512 ADPKD |Zxf L COBERMIE, HHzY Ay
E7 , RERHIRE D SO CHEOERBIE L [ L
£9IAT2 5. EOBEROKMEREBE &N
T, TOBMWEOAEFIIRIFE SND. BHEEES
L 54(90.4% vs. 86.9%), 104E(81.1% vs.
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BLABALMECK A ZT I ECHEREEEER T £E8E DR EBERTKE KO FAFIAREE
Wi ZSOREZREHET 5. FREIE—MRAICEIBR TIEFRMETRIEE & F IS S ERERMBIE T
#'), ductal plate malformation EFFIEN B FE#ERE D . FEBHEK6p21.1-p12(I7FET 5 PKHD1
DEERFNV T2 MDERRERAT, ZERBREICED DD ST KEBDDEF TRERFHERTH
%. PKD1, PKD2, ARPKD ® 3D®Dk b PKD ICEWTREREGTFEAD—KIFEL FOREERE
MICEE L TVWBDIEDPRAELDICEN, —RIFEDHEERECHERESIERRZ5(ZRIT EHAIH
THY), ARPKD & ADPKD (CH:@DREBAIEDIERAVIRILE R > TS,

fEeh

R EER NE Ay P VS /AW AN B R DAY o 3, DN Gk St
T, BFEFICHEIRET 20 5. HiZBWT
L, EAEOWIRTEMET5Y. B8 LN
EHEER AR L, BORBEIEZZ V. BAEFRIZ—
WA R I FEN 2 5RO 5 2%, AEfRIIHERR T
XLl B,

ARPKD DOFRZE I B O IR & FFPA P9 IR JE PR
ORHELE BT ORE 2 Fi# L 35, ARPKD 12
AT A IR L — A9 |2 B LR e RVEIT R AHESE
(congenital hepatic fibrosis : CHF) & F:E L 5 R
Mt STH Y, FEIIBITLATHBEEERES TH
% ductal plate malformation (DPM) & FEiE AL 5 #Hif
%% #£5?. CHF |& ARPKD |[ZBR 7% b DTl
{, FixDERBEIIBWTAONS. —F, PKHDI
BIAFDOZEFR) CHF HWHOWELZ 235 2 L bR
SNTn5b.

et fk 6p21.1-pl2 \ZFFAES B PKHDI1 O # {512
BPSERIERT, ZEREREIZE 200 5T RKE
FOEGI TARBIRFVIERETH L Z LATRENT W
2D FOBEEFEWEI T ATV AT Y

(fibrocystin) ¥ 713K 1) ¥ 27 F ~ (polyductin) &
I, MRl E 1 RIEET A LTy — R L
%é ﬂz)a)lﬂ'

VAEDORBR Y — 7 o —DERIZEY), Th
FTEZ LN LD HBIED ARPKD 25HH 4 57 7E
TLZEDPHLPIZ R o TE, L7z > T,
ARPKD 3 A2 BT b MR AT B R A IC B
WTEBTREEIRAETH LY. 512, $HO
HEFAREICHRET 2 EPTREE 2D,
ARPKD WO ER G % 23 2 G O B K # (515
SEHEET S E LWL o TV BY.

2017 4E (2R 9IZ ARPKD % 24 % 4 % 7 ER)
2B T 3q22.1-q23 ISHF-1ET 5 DZIPIL O#EIRT
N T v MSFEE SN, 82 O ARPKD O JF K #x
Fr LTHE s, REET DG EMERET
THhNIRETEZ S 2 THIKFEWDS, KBfRTO
A% ARPKD O#i7- % R T &£ 35 2 L I3
FDBHBHEZHTHY, 5% DIEGOERHPLE
TH5bY.

B I BT, PKHDI Z %75 ARPKD #5] &
I RIERFOFMIIAHTH L. PKDI,
PKD2, ARPKD ® 3 2™t + PKD 125\ CR K #E
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ARPKD DOZEr CI3ES

HBD,

BFFRE, ERONREREVERTHS. BRITEENSL, EREWD
KOVIRDPETHY, UFRAMICHFET H72HIEZIEZ & L/cREMERAEES
SEBERIEEICRDDIFEN THS. ARPKD O#EIE, RS 2 HAICES
BHEIZRESE SO BETIZRASHTEL.

RETIER < 2FIC
KTHOMICKRDBZED

BRICERZVAT HERBIESHEFEL, TOVT

NEDERZEE LD, BEERREBRERTENINZIKERELTE, ADPKD PERTHS. &4

BEDIRDEZR TE 9 macrocyst DA =R

FTEEXONTZEED,
BIEEHD.

LIRS KOZ LU,

HBHEFE DY,
FHICIE ADPKD EERR#LIZEEHD. CNET, KEBFD ARPKD B&EIEHER

ABPRETHD. EITLLHITIIHE

THA ICIE1E & 7R

BREXH S VIIATEIEIC K DR @EICK YRR

FReH

1. —HxBN7RESHRG &

FEBEWIILBE TR L FlsoARRE BB E)E
CTHDH. ARPKD OfEAEIRSS 2 HIZEBE W T
LN EdHDH, @EIIREEHEI0EE T
FIHS TRV, ARBOFERILEH /NS 4mm
Hiifi € microcyst &R, HWIRTHERTE 5 L0
macrocyst (10 mm L E) & FERAS, 8E E 2 cm DL
TThsb, AVFERL 1/‘5 L DIERAEETH Y, O
FAMICHERET 72012122 & L7z B FER bk
ﬁﬁa&@fi&<A¢kmﬁ BHREEZ 72 B DA
M TH L. R1IZARPKD (2B 2 AR 72 &

BHWHTRARTY . TR, BRI O I
XD, TREHMECHERR S NS L) R EGEOILE

B THMRETEL LI VBEICEHTD

.=, DL &%ﬁ’ﬂ%fﬁ’i’ﬁhit%%“@%
%/\ DYLIRDHEFE T & 3" macrocyst DA % 2
HEBSH Y, FEVPLETH L. %H’@ﬂf/ﬁ‘zﬁﬁ_ﬁ L
726 CIETRBEE 121 ADPKD & S RIR #2356 b

BHbH. ZRIIZELCLFEREVESERRLE 5.
2. R zET 355
BT LA T A R BIESBAFEL, Tow
T DERZBM L 72 529 BTN ERE T
\X, ADPKD "BITREHEEL L TEETH 5.
ARPKD & ADPKD O#RIAR A > k%R 2V IR
& 512, ARPKD &3 T NEEEER3VITRT.
3. BInTFE2HR GHHl (3 &)
HAECTRERBEZT2RZESNTEY, HERS
REFEHRD FEICL LB TEETH L. KA
V= oY —0ERIZE Y, ARPKD RO KRS
23 ZIEGO R K BT &2 RT3 5 2 &
WUREE 2 1), BIEFEZWOFHENEL TWw5
HAFRAEICB W T, AR OBEEHETIZ X -
Tﬂ%?%b

4. BZHnE%E

ﬁ%zEE’Jte ST ILHE I IHES,. SN T2 v, IHIEEIR
G2 X SN TV 2 BIRERZ R 4 1TRTY.
5%%%%@-%@@%@
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R0 RO ARPKD B8 34 R
AR, FRBEDIT XN AU B MBI % 1
BT LI LIS AETE R IZIETE T 5 (Potter SEMBEEE).

JRIEEHEIRIC L D ARPKD &gebiiug, HAE%O
FHAE STHICEVT, NICU D ABEDE 72 < AT
ZHENCFRT A, NITHRr&LLFEBYO
EREREZET 5. BB L TV A aIER

& 2\ REH & & O IZEEEENT Y T —T V%
WAL, MEEEN &t 5. AR OMmERE
DHAARE P RAR EET HHT-TH 5 & O

#F 2 ARPKD & ADPKD MD$ERIRT > b
ARPKD & ADPKD Mili& I $1F 5 X2 Mx

BiEX
=ME
. RIEEEE
&1 ARPKD [CH(7 3 HENGEBERIE EEMER
NI—>1 ZRLGBEKX ADPKD & 1) & ARPKD % RIET 3 #i&
é{i‘@ﬁa;ﬁﬁf?iﬁ SRS
BEBEEIRRATHR IR 21T
IBERIEDIEK FFREE
BER 2cm U TOEEAAS5NS PINREETILE & B i
il '\i E#ﬂ:}\j
19— 2 EELEEA it
FICHBEOBIRIEE LR -
RI&EDH )
NI—>3 DEEOBEX B2
BEEEICRRB LS REE LR FoiEnBiR R
HmlalzA5NAHWL AERIHRE
FHIEZEmR
FRREICHVTE, EROBER/E(TEHSE, MAR
BERIEE L8) A EETH S (IV9—>22E3). PRESIRZE
(TREHR D) D SEIA) &R a)»55EIA)
% 3 ARPKD M#ERl&E
B2 REEEF BHiR iERE (S LEHIR SRS
ARPKD PKHD1 £EEDIR SERMFHRIHEE - AOUR &L ~1:20,000
ADPKD PKD1 ; PKD2 2x70>0ER BPERER ; SRUFREE »Y (A ~1:1,000
(FN)
F70V8 NPHP1-NPHP16 REERROER  SERMEFREE »Y/%L  ~1:50,000
Joubert JEIRBE L B&ER BTS1-JBTS20 BHRSRER  * SREFREE . 1OVR HW ~1:100,000
= 7028
Bardet-Bied! fE{ZEf BBS1-BBS18 ERIMEEM ; = SERMEFTHRUEAE &l ~1:100,000
70V
Meckel-Gruber fEf&E¥ MKST-MKS10 FTIIMRZA SERMERTHRHERE &) ~1:140,000
Oral-facial-digital iEf8 OFD1 IR R SERMERTHRAERE (F1) »HY) ~1:250,000
IR
Glomerulocystic dis- PKD1; HNF1B; UMOD  BEX; IEE ; &, SEXMAFHRMEE(PKD1 A HW/BL  Fh
ease B FERDEZE)
Jeune JE®E# (asphyxi- IFTB0(ATD2) ; DYNC2H1 HERIMEER SERMFFRAERE . HOUR W Fh
ating thoracic dystro- (ADT3) ; ADT1, ADT4,
phy) ADT5
Renal-hepatic-pan- NPHP3; NEK8 TIIMRAN BEARBEEHRTE &) Fh
creatic dysplasia(lve-
mark II)
Zellweger fEIREE PEX1-3:5-6; 10-11 ; BZE microcysts EREEEHAE &) FNh

13:14;16:;19; 26
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(Burgmaier K, et al. ] Am Soc Nephrol 2019 ; 30 :
345A [abstract]) b & V), WEHEEOERERIME &
DERELRIZIN, MERETH L. T2, BIE
M3 £ AT WS, MEENT 2 ERE S5 %
R\ [BEMEE BT 60 L CHAEREET
EHAER AR Z 722 L THAEmPRITES

&4 ARPKD DEZHRE%EE

. EMZT2. O 1IEEMULEZERHBIHBEIC ARPKD &
#i9 3.

—_

¥

1. RBERANTHECEALUSIEEZRT HENES
RERFTR

2. a) WHICBERZRDEV, KIC30RULDES
b) ERIRFIR, £LFEE, BFRELS EICKUTESR

SN BRTHRHERE

€) ductal plate DEE %R 9 FHRERERR
d) fRIEFMIC ARPKD LR ENZEIEOEE
e) MHROEHIE

(ZxrER a) 55 )

&5 ARPKD QERIRFIR

VI. ARPKD : 52Hf

TrR1G % B O RFE & R IETHRA L TER TS
TRETLULEND L. —J7, FLRBHB LT
B, BERD D WIS X5 EEE I L0 %
RENDLZELDHD.

P ROt L EAEEBOMERIZ L), CHF
AE D FIIRIE TCHESE AN & 72 B SEBIAME N L T
b, bbb, R OIFREEE R EREERE % 5
AR L7ZZERBIZBWT, FRHEE & FIIRETTHERE D
LIFLIEHEE 22 2. ek ARPKD FEFI S #% Tl
HJLfiE T 2.8 7% (25% ~75%, 0.9~4.7 i) 12 PRI TT
xRz LG s T BY, EEIRE, T
WUl 7 & OBURIEBSLET, AEFIREE,
PERERETCAERE LS & & i/ MBGRA, &, HIER A
&Y. BEWRIC L AHENIFRENTHITH
%, W57 FR 2 7§ B TUE, MR IEAE 9%
DHEIINZ Y ) BEIIED 1 D TH Y, kBl
DBIROWE S B 22, FRAHERE O 5 FLIL BY H 5

Guay- Capisonda
Woodford E) Zerres et al®  Ké&éariainen et al?  Gagnadoux et al® Roy et al®
et al” eta
#= 1990~2002 1990~2000 1987~1993 1974~1983 1962~1986 1950~1993
HAR (12 ) (10 ) (6 ) 9%) (24 £F) (43 5)
BEH 166 31 115 73 33 52
(18 F&\RERLETR)
B2l 46 % 4R 32% &R 10% &R 72%<1H 33%<1H 85%(44/52)<1 &
Fiin 27%<1H 23%<18 41%<18 6%<14% 55% 1~18 A 15%(8/52)>1 £
1% 1~128 19% 1~128 23% 1~128  22%>14 12% 6~11 &
16%>14% 26%>1% 26%>1 %
fENa 26% 10% 6% (7/115) 33%(6/18) NA NA
e
HiE 24%<2SD — 25%<2SD 6%(1/18)<2.55D 18%(6/33)4SD NA
ERE
BikaE 42% GFR<3% 51% GFR<80 72% GFR<3% 82%(9/11)GFR<90 42%(14/33)GFR< 15T 33% ESRD
(FEHAEY) (ML/%3/1.73m?)  (E#H1EY) (mL/%/1.73m?) 80
13% ESRD 16% ESRD 10% ESRD (mL/%3/1.73 m?)
21%(7/33)ESRD
SME 65%FFEE 55%FEEH| 70%REEH 61% (11/18)BFER] 76% (25/33)FEH] 15 FET 60%FEEA!
PSIRE 15% 37% 46% 11% (2/18) 39%(13/33) 23A(8/35)
e
7R 15-79% 15-87% 1 £-94% (M) 1E-19%(14/73) 1£-91%(30/33) NA
5%F-75% 9 ££-80% 82% (F)
3 F-94% (W)
79% (F)
R 8% (1 HALIE) 13% 9% (10/115) 22%(4/18) (1 BB 9% 26% (12/47)
T LAR%)
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