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HRABAL UL REERE (autosomal recessive polycystic kidney disease)
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Grantham JJ. N Engl ] Med 2008 ; 359 : 1477-85.
Ravine D, et al. Am J Kidney Dis 1993 ; 22 : 803-7.
McHugh K, et al. Radiology 1991 ; 178 : 383-5.
Nascimento AB, et al. Radiology 2001 ; 221 : 628-32.
Belibi FA, et al. ] Am Soc Nephrol 2009 ; 20 : 6-8.
Barua M, et al. Semin Nephrol 2010 ; 30 : 356-65.

Pei Y, et al. Adv Chronic Kidney Dis 2010 ; 17 : 140-52.
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Pei Y. Clin J] Am Soc Nephrol 2006 ; 1 : 1108-14.

© 0 NS O W



co0000

e eco0000
s «iisg' 0o 0000
S\ e 0000
s s 00000
s e e 0000
s e/ 0o 0000
s s 0o0000
ss's 0o 0000
S \\9'eo 0000
[ J

[ ]

[ ]

e ocoo0o00
== R CRCIC NN )
~—9 0 000
~1% ' o000
s s 9 0000
s e 9 00000
s o 0o 00000
s s o 00000
s s 000000
s o 9 00000
S s 000000
s e o 00000
s e o 00000
s s o 00000
s e o 00000
s s 9 00000
s s o 00000
s s 000000
s s o 00000
s s 9 00000
s e o 00000
s s 000000
s e o 00000
s s 000000
s s 0 00000
s o 0o 00000
s s o 00000
s s o 00000
s s o 00000
s e o 00000
s e o 00000
s e o 00000
s s o 00000
s o o 00000
s s 9o 00000
s s o 00000
s s 9 00000
s s o 00000
s e o 00000
s s o 00000
s s 9 00000
s e o 00000
s s 000000
s s o 00000
s o o 00000
s e o 00000
s s 0o 00000
s s o 00000
O 0 O XXX

4

SE} DIRAEE & DHER

H<IE 1984 & Bear DBZMEZELIE, W DD DZIEEDPBRESNATNS. FHOHNE Bz
T DEKRZHAEREICENETNHEDHS. RALSNTZE/ Ravine DZETEZETIEHH T
FHHDBEEDNRENED, PKD1 RRDAZHRICER SNz, PKD1, PKD2 WVTHOKETDH
BRIMEIRIZE UED, PKD1 DIESDRBBAZICESDIIEL, BROKOEZWNIENS, Pei D2
BREAETIE PKD1 RRIC PKD2 RZEOMRICIA TR E . BRARD S DAL, BFREE
BEBGFIMEMACIAREIEREICER SN TE Y EEEIS S BEICTNELD, RRAZHRE
LIETETVADSERENLEDTHY, BARANCSERUEDPEMRESNATOWENWIEDSERT S

BEDHD.

212 Ravine O Z Wi (1994 45) 12 Pei DML
#£(2000 48)% &R T

ENTIEW L Or 0B REENRE SN, H I
1984 4F: Bear M Wi LY G WL 15 TH B 2
LA E, AEEIC VELL R ST 5 b D) 3k
HEINTVDL, ZOBOWEND S OB WD BE
WerAR 2 & BB Z s LTw a7, 1994
4121 Ravine DB #EHEY (R) A3ir S, Wb T
EW R OFEHEDTIR T I72. Ravine DB WrFL#e ¢l
15~29 m CHMMUBRELEOL LT E ?(L’Cﬁ)
LI EMS, WEHLWVITHEIC2ML LN
ADPKD & ZMrans. ZUH L TL Y Elo;
4, 9k ADPKD JEflTd - T b HAMEE e 0 H5E
BENRL0, 0L OBBOFERIREEL %
%8

Aiak L7z & 912 ADPKD O EE#Efm T & LT
PKDI1 & PKD2D¥HI5NT\wW5b. PKDI, PKD2\»
FTROLEERTHEERAERIZFE U728, PKDI Dl

PRIBEALIZE L DIF16~204EF- <, BIOHD
%\ Ravine DZ WL T E Wb T X 7>
N, ZOZBWHELNEL PKD] O &% RFIAES N2 H

WTHDHIENHBELE ENTE/. 2 TPei 57
\Z, 58 ® PKD1 %% & 39 O PKD2 ZHAM 5, \WE
t#ﬁéhfw&vwﬂmKDfﬁw%t%}WDl
KA 5771, PKD2 5% 371 Bl % 5t GBS 12

LW AR L 72 (R). bmaﬁﬁﬁfi%@
FHMEIZ T TOENT 100% 7275, BEETFHMED
15~29 % D M 855% (14.5% & ADPKD TH 512 b
PhbLTBMEEZH SNV LR ERT D)
L Ravine OFZ W £HE 2 X A FEMFHIME L U Ky,

ZOHHIL, Ravine 572 [2MHPILE ] OFEfL % FRO
MK HAMMEBEIIIRI CELEEZ TS
DIZHF L, Pei 5YIIBETZMTREFEZRO 2V
30 AW OIERIT D 2.1% (144 B 3 41) (2 11,
0.7% (144 B 1 B0) 12 2 O PRI % FRDH 72720 [3
P L] ZE#EE TEREE LD,
% 72 PKD2 AR T E 25080 ZIEBNI 0T LTI
FREPE & BT EME IS, R L BT A



IETVRICEDKEHMEERE (PKD) 22BN RS54 2017

& ADPKD DBERETERIC K2 2HiELE

o BHET | BT
LD . e | A
Ravine @
SRR
15~29 BREHS2MEUEMEHS | 992 | 87.7
WEHRE
30~39 BAEICR4 2@ E 100 | 87.5
40~59 MEICR4L 2 @ E 100 | 94.8
=60 MEICR4L 4 @ E 100 100
Pei O #1%
SRR
15~29 FRHASEULEEEHS | 100 | 855
WIEHE)
30~39 BRAPIEUEEEHD | 100 | 964
WEFE)
40~59 MBIC&4 2 @ E 100 | 948
=60 AEICR4L 4@ L 100 100
Pei O k4t
SR
15~29 | ®haul 966 | 90.8
30~39 ERL L 940 | 98.3
40~59 BN 1EUT@BHS | 96.7 100
WEHFE)

v (15~29 7% 69.5%, 78% : 30~39 i 94.9%,

954% : 40~59 7% 88.8%, 92.3%) &\ A % .
BIE DS WS WL RO N — X & 0 i85
BEIZE S TIEMEDS S V. 22T Pei 521344
ZWEREL TS, ZOBRNSHzELT 5 &,
405 LN ECERASTELIT (B H 5 WITHE) O
&, FEMETFIE 100%, 30~39 B CEENIAS 1A D %
W, 983% T - 7-.

000000000000 00000000000000000000000000000 ¢

HESL DRI CITBTR 1T & 2 BIFAEHE 7SS 0
DY HADIIK LT, HAROZSHEEIIFIHTR
L7z &9 EREMFIED TR SN T 270 L) 2,

FoBEWREMEEZIT TR, CT, MRIIZBITA
HIEZRLTVLODEMTHL. LarL, ikl
LB FIEHMETIE R <, BRI T TV,
ZIUTR LT, Wb CiaE kG L Emn 2w
HAAEHGEE B SN TB Y, Bk

CBEIZTRETHDLD, BMRANEZHRE LT
FUANSERENIZDDTH Y, FIEEMDEN
BHHREMED H Y HARNZIZLT LI EHTE %
WL LNV LB EETLILEND D,

Lotk IBIREDSHEN SN E O R IB T
R — 13RO 72D DBRIVE WAL TN % > TL 5.
Z OB E PR I R TR OB A 4
fElvibitd CT - MRI BB AYICIEH S b 2 &
WPHEEINS, L7zA>TCT - MRI # W24
DHAENDF 72 B WEEZ NS 5 2 L B4R
ETH L. RS SICEE TN & B
FHME, BEFIER SOMEE 21T 72 b DN E T
Ly,

@ SRR

CHkIX PubMed (¥ — 7 — F : ADPKD or autoso-
mal dominant polycystic kidney disease, diagnostic
criteria, diagnostic standard) T, 19924E1 H ~2012
ET7 HOHMTHREL 72,

@ =Z(IC L= REHR
L

@ 51ANH

Ravine D, et al. Am ] Kidney Dis 1993 ; 22 : 803-7.
Ravine D, et al. Lancet 1994 ; 343 : 824-7.

Pei Y, et al. ] Am Soc Nephrol 2009 ; 20 : 205-12.

Bear JC, et al. Am ] Med Genet 1984 ; 18 : 45-53.
Belibi FA, et al. ] Am Soc Nephrol 2009 ; 20 : 6-8.
Barua M, et al. Semin Nephrol 2010 ; 30 : 356-65.

Pei Y, et al. Adv Chronic Kidney Dis 2010 ; 17 : 140-52.
Pei Y. Clin J] Am Soc Nephrol 2006 ; 1 : 1108-14.
Harris PC, et al. ] Am Soc Nephrol 2006 ; 17 : 3013-9.

© 0 NS O W



s «iis 0o 0000
s\ s eo0000
s s 0o 0000
ce0000
co0000

s 5o 0o 0000
ss's 0o 0000
S \\9e o000
~8(eo ©0 00O
s s 900000
s s o 00000
c0000
c0000
c0000

s s o 00000
s s 000000
s s o 00000
s s 0o 00000
s s 0o 00000
s s o 00000
c0o000
c0000
ce0000

s s o 00000
s s 9 00000
s s 0o 00000
s s 9 00000
s s 0 00000
co0000
co0000

s e o 00000
s e o 00000
s e o 00000
s s 0 00000
s s 0o 00000
s s 9o 00000
s s 000000
s s o 00000
s s o 00000
s s o 00000
s s 000000
s s 000000

ADPKD ZHICH T B HBERE, KABTLLSHLBRBB[EOERE, BREALIM - MEREE
BEOHELEOREE, SlE MMERE, RKERBIE HH BEBERKCOBTE RR8ME,
P& - MIBEERR. RRECEZ, SR, 2R BRACOBREER. mE FEE OF. EIFR. ZEO
BEGEOGHMR, MRRELKLE KRPEAEE, RFPF7ITIVEEREDRIRE, eGFR &
EDBREERE, BHRMR 7> 2F 7571« (MRA) ZRVWVCEENBRBEDRA Y -7 THhd. B
DEGZETE L TIEBERREPROBETHD. REN-ZEFI-B-D-JILIHIZZ—F(NAG),

FRep Bo-X /0507 a7k EDFRMERBEREDRE,

~

B MRI, B CT REITHEEITD.

& ADPKD ZHiICH T2 HAEEERSVICRE

FWHI R & WGZ W CORPBOMRIZL 5.
BB NI 7201k D IE S HWSLNTWS

1) BT ONEKRE ) y
(1) RIEEE : BRE (BMBEEE0), BEALM - i

MmEREE

(2) BRAERE : mEREE, FRESREFUE . "
SRS 7220%, FAEFE R HETT BEDRFlfiZ CT % MRIIZ (3) BEMER : WIRAYMFR, B RAURRERRE, AREDE

1345 5. WHEZWIZ OV T OZEMIIIKIES THRRS

w, SR P EXRGE

(4) BHFR  ME BEGDEMIT, BEBEHE &
1. AFITOINERE (R) EED5A Y CHET D), DFE,
(1) FWREEDOTEHL © FIREE 2 BEHCL, RARK % VER - ﬂﬁﬁﬁﬁﬂ%ﬁﬁgﬂéﬁ%% e L

T, FARE, [BEEHAH R ZEEHE €T N e

NVI) F a7 4201341 A) ] (HAREY %, (6) Bifthe : B/ LFF=>, #HGFR

S EREIAFERIM EE S, HARNEEES (7) EIfIRE : REEBERIRE, R MRA

A

& BARMEEA Y v v 74 (http//jshg.
ip/news/data/news_130422.pdf) J IZ /R E 725D
WAL L7228 TR 5. H91C, @R, #
SHIE A I - i
MEEEEZEOFMIZONTIEFEL <ERT 5.
FWEEDOIHH TOR L2 L)1, RIENT
HEDHER I N PELIEBINICE > TIHEFICE
BChDH. T oHT_TO ADPKD EH DOBH
HWAEIZAT DT W izbiF TldZe v, Bz X
B EREAH 7230 2 3207 Tz, Bl

2) WESRE
(1) M - RA$E : BIRIA A, 24 BRIERICS
BB R
(2) BHFE  BEAL=F
(3) BB MRI CT, DiBERiE

TRIEL 727 EOFRIEEIL, FIRMFEE % 58 <
B b,
(2) BRASEORC : &I, Mg REE, Rk
iE, FEEA, BW
BURTY, IXCTOREFIEETEH S NG

co0000
co0000
s e 0o 00000
s o 0o 00000
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bIFTldARwv, B TEIMELERHI N2 L
M B, BN FEE U IREEIEGIE & 5211 S LT
W TR L 72, BHMIERs S5, L
OFTRITEZETH 5. FRICHIMEREE OB L
PREIIRIEBE L SRR O T REME D & ), #EFIZIE
BT LLEDND L.

(3) HEAEROBERL: AIRAY IR, FEFE - ISR, I8
R, T, T, WA L. SRRSO X
ABIEREAFLTWBED, ERLd &) 7% ADPKD
LB DEEZONBERIIEETH 5.

(4) BT

OIMmERE © BIMEIEEIEAEICESL ) A7
FThb. ZHHWETLOALLT, HE
THEHMMICHET 2EEFEETH L. Bk
FENEH THoTOEALTWLZ D%l
s,

QIEFHEIE - R T, & Bt g x5 5
1 THllES 5.

OIEFRA AL - BER 2 P8, B8N CIIIETE
D L,
OO A M OHRE, B TICLDEZD
55,
(5) I - IR
QI : EMIZEALEOREIG L TED LN
L. BRYYEIC X A HIBKIES 7 E 2 BT 5.
@i AL (B&EE, 7V 73>, Na, K, Cl,
JRER, JRFHEFE, s L T7F=iE): ADPKD
WD BARBED A7 & 2 B IRRE O FHM b 4T
I. BHRBETOs2EHETRIEZ LT F=
MED LA ERO L. FERDPH - TG
BIEETH A Z DLW
@RMA—#E, JRILE © MR PRGOS, S
WIIMER), FIAE, &EER, IBRZ EoRE R %
MRy 5.
@R P& ER  ADPKD T b BRI T I fEW
RPEAVBHE SN,
(6) EHEREMUAL : 34 GFR(mL/ 4/1.73 m®) (eGFR
=194 x Cr 1" x Age ™ %7 (413 x 0.739) 1V
(7) WG
OB WA (EH) © e d 68 2 W2

QU MR 77T 7 14 HENBIRE D A
y) ==
WV O EE TR N2 72 7 v 1) X
ABRIBENTV LAY BETZUE R L
TBLTARTSTHS. ADPKD OZ W IERTIEO [
G224 2 L AWETH HH, LRtz
£ BRIEMD LT UETH 5.
2. BE{TSRE
(1) Mg - R
DCa, Pi:BHEEEICTIZMED v 7 AHERE
QBPARIM A A 53HT - BREFEIK T IfES 7o F—=2 A
@24 FEH BRI X 2B REDOFTMM : 2 L7 F =
eI NT T Y A(ERPLETH Y, ABEREZ
AT 5 WA 12 G H 72 & risk-benefit bal-
ance = T4 ICEET 5)

@ORFN-T L FV-F-D-ZVay3I=y—+F
(NAG), R -3 zuru7y Mk DR
M SR R OWE 2 EIICAT ) 2 LA
FLw.

(2) BRI - BEAV=TIZHEEETLD .

(3) Wifgts
(OMRI : RIESH
@CT : WIHZH
@R B P OB CLBRE %2 &)

@Ot BRI KBEE S bN DA
17 9 WAk

@ EMRZR

HkIX PubMed (¥ — 7 — F : ADPKD or autoso-
mal dominant polycystic kidney disease, testing,
examination, inspection, checkup, laboratory
diagnosis) T, 1992 4F 1 H~2012 4 7 H © [ THr
L7

@ SE(CULITREH
L

@ 51AME

1. Matsuo S, et al. Am J Kidney Dis 2009 ; 53 : 982-92.
2. Pei Y. Clin ] Am Soc Nephrol 2006 ; 1 : 1108-14.
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n%ﬁﬁEﬁAMMD@%%t%ﬁ@tb@§$ﬁﬁﬁ@§$ﬁﬁhﬁﬁE@ﬂﬁM%ﬁ%&Q%@
BTIDIEDDEY THD EHHRES N, FBERRICITHEMCT HBLVIEMRIDPEYTHS. LVIThd
BERIRE LW HNEWY A ZDEROEEICEN, $IC MRI TlE T2 MEBREERICEVWTER 2 mm O
BROLFETEIEEVDONTVS. BRIRE(BEKRE - CT - MRDZhENICK > TR ERAR
PEOEND. ELEMBIWERENDERRAMHEICH T D2EGZHMEIER LERZ THD. ERLEETER
HHY), ERFHOERICOVWTREEDYRAINRT 1Y MNFVACHRERINETHD. T,
MRA (ZREIRBD AV ) ——> JICERATHS. MRA ZIFREBHRETHY, EFFIZRAOTITITA
BLEDPREZLFRTHS. ADPKD HEZHEDERIREIX, EBHEROATHNIZEHM CT T+
THY, 1,000mMLUTFTHNIE2~5FIC 1 [A, ZhEUETHNIE 1 ~2FIC 1 BEVWSDHPEHT

H5>5. A7)—Z2JELTOEGDINE, 30MEBRICITD IEEHRETS.

ADPKD OZWrIRIERE & & H{RZ I L - CTH
MR +TArZTiTbbY. Lo LHH
ADPKD fEFID 1/4 \ZRKIEEEA 2 <Y, W% A
LV EEE 2L, #EATEOFMEILEERE L ) BER
TITHIIH)DPEYITHL EDHMESNh, 2FFh
HETIEEICE B L UEEREELWET 5 HES
WMESNTWAE, BHNICEEREELHET 512130
T X REERSHV LR TWEY,

73R = /6 X length X width X depth

e ke L CIIEERZHITER 1 cm MLk
THIWIFERLFET L EDPIHET, P
AL, BEVOA»LEZT, UL HWLENT
WATIEZMTH L. CTR MRLDHVLN TV
25, Thb % ADPKD il il & L CRE MG &
R L 72805 13 720,

ADPKD D & 2FAff 0 72 & o He A (1 T {5 s 4
7 BROBRORE, HEokEE, BHEAOE

NEEROEOH % FHli§ 4. EIEERLHETED
SEAffild CT % MRI 121345 %%,

)eeeccccoo s

X 2 125 CT 5%, B 312 MRI T2 i@ E %%
R, BROMEZH BN O, WIS R
HETEHEDLLWE ZIHVEY., TR L BT RS
I A EH A XOEROBILIZENT, FFIZ
MRI Tl T2 S E 512 B\ CTEE 2 mm OFENL D
FETgE Wb TwaY . $72, Bahoskd
MRI % Fl\W 72356 DFRA1E 5% A & Hids S vTw
507 Lan L CT TIIIgHimeg, Epslicis 7
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e e aml

1 ADPKD D#EEKEER
ANERDOT ABEDEL (BL)ED £S5 ICHTBHDDS
B ChHD. = LENBI I BES PR T —
RERIRRS 5\ IA DN S,

X3 MRI T2 @B
E{E\U% ICZHOBES TH—BRRXNOEREDPROH SN

LVE =G EE#HE, MRITIZA Y = 284
FERCFIC X A nephrogenic systemic fibrosis (NSF :
O 4 S UERHERE) & Vo B EELEBHE SN T
BY, FICEEAOEHIZOWTIEZDY) A7 XA
T4y NG R SRETNETH LY. L
A5 TREBBIEIITHA CT GERIZLETIE R W)
& %\ I3 HAE MRIY 58] Td 5. ADPKD DiHfEAT
FE OFHMIEE AR & ) BARTIT) 139 25EE)TH
ELMESNTE NS, BEEROBBELEIZIE
HHICT R MRIDIZ ) M HEEWREREE L) DENT
W5,

2 ADPKD D& CT Eif%
LEEAI#IHAD ADPKD T V), ifi%@@ﬂikti%%b‘?
2

RV, RNZERDRERUREL (R RO
TRTHS.

ICHADEDD

@ 4) ZDEHDEISZRT

1. BEttEREREL, CTYO0957«4, MRD

OJ>74«

ADPKD O#Zi% HE9 & L TIT ) BASE T2,
i ECIRE OB ENS DN D & ZITITHER
Bl 7 b, dEEANZ BB B L CidEal
ELTHERLAR W
2. BEiRME SR A

BRERAETH 0, B2 R NTIT ) R
SR TR .

3. 5 —RISEBERRE

ML R MR RS, BRI T e m e &
B4 512 MRI & B OMIE IV ST
2 13>.

4. FBEEMR 7 I F 957« (MRA) (K 4)

BHENBREOAZ ) —= > 712479, MRA
FIEFRENRAETH D, {20 OMMELER L T
N EREGIATH) TN TE L. DENIENIRIE O
TIWZCT 7 Y4277 4 (CTA) ZHWTWiz9s,
MRA TlE A % 5 LEEA 2. MRA (K A
WHEDTEREBIE CTld 72 <, IMAEFPEN D IMGLAE 75 D &
ANEIRIGICHH S N5, O F VIR E L Otz B
L 7oA RETE IR O T HLE R TH 5. MRA DI
S5 MR X M A%, I 71 7 &I AR 3 %
boR, g iike b4 OERISHEINS. %
B MRAIZ X B A7) —= > 7d ADPKD OF4E



I. ADPKD : 52l

M4 BEHEBMR7ZVIATS
74 (MRA)

AR KRB ED AR 2 IR BB I,

%g%‘% 3 mmiZEDEIREE

TAIC

BEOEMTHREUEZFET LI EVPHESINTY
W FEHENBIREGEZIIBNEHETSH S 7
%, ADPKD O#FZWih 7% & AL72F 15 C MRA % fifT
THZEDETLW(CQ6ZH). MRA Tid 6 mm
VI E1E100%, 5mm T 88%, 4mm T 68%, 3mm
T60%, 2mm T 56%DERE % M35 2 & 5C
XD LEENTWAY, HRI2 3D WifgTIx, Bk &
BENROZEH M ERIRZ ZRICFRT 5 2 & A5
BEL 72 ), MASET O HHICHRBEmELSH SN
5728, BAZRIEZRIO & 7% O FREITZ AR < 1
EREA AR 2 2 L2 E S NTw
%1 ADPKD ¥ & —fk® E# T MRA HAHT 7
IZEWDDH B L OHEIT . £ FPEERIRICZEH
L, ZOfh, K&, EroiBERFEHIIES N
5. —RIIENEBIRICS & E b)Y, ADPKD
TR AMENIRICEED S5NDL 2 &%k vwbhilT
WY MRAIFAZ Y — = ZFTHW AR
SLEDIR B OB B\ TR EE 86~95%, MR
100% & Vb T W5,

@ 5) ADPKD HEEEZHIE DERIRE

CT ® MRI IZ—FEMAT XX Th LA, €O
2o T D AR . FRIEE T 0TI,

FIIEHTH B2 L) ICFEREHRICEABL W
5. LA LZDEDICS MR TEIIE G O BA R &
MEZESEEERYVRAZHAFPHSALTW
BYW L 72hio T, HEATEEIC D X AA%, 1,000 mL
DT EEZBNIUZ2~54EIC 1, 2Rl EThh
E1~24E 121 E V) OPELTHA ). LTLD
MRI T®H % %13 7% <, BEMEIZ X 5 EEBI%E D M
THITHAMCT T+ TH 5.

@ 6) RTU—_ 7 & LTOERER

—BA7 ) -y THNOME T ZIFTERET
Holt, TOBRED L VORETKREIOMKRA
AT A L Wk — SN BIEIZ . PKD2 1%
FRERRIL, PKDI #BnFRERRIENENE
DHEITHE late-onset BITH V), FHERPILIEAVE
i CTd HY. PKDI #f5TE4 EE Tlx 30 MLl L
TIIIF 100% ICHERLABRE S N D D%, FIEDE N
PKD2En TR BECIERI/EBEI NN &
&), ADPKD ZADHSL DL RIE I T 5 A7
) — = 2 7 CHEIEZ NI BT S BV R 22 TR
TLZLIIHEETHLLELND L. BEEDW CR
AR EARONEWIZHE b6, [k ADPKD %
FIET AREEIL 1018, 201K, 30K TEN I 46%,
28%, 14%TH 5%,

ADPKD BEDF &L 126§ B HAIZ DWW TR
HTHBRLDS, RAIHRET RE ROV IR
— L7-RIRIE 7% <, BRI S HIInEEE L v, L
L 307 & B ML - AMBIARIE OB AT < 72 D A
I ADLEMDE T B 2 &, 30~39 % TOBIE
WrERS08% I ETH D Z L2 4ET L L, 0% H
TINEERT) L2 LT 5. 30K THO
THA % %13 T ADPKD 2375 % S MAUE Z DR FEE
FTHLWEMEIMERVWEEZ SND. Ld> THOT
WAL % 520 A A EZE CH 1), 10 A, 20 AT
TFRRATASLZEIZHS, ik & & (2 o g % Ik
X EETRETHAH. 727 L, HETLSIME
X ADPKD % &t % BRI 2 F 9 A REFNI R LT
IR 2 BRZW 21T ) RXETH Y, Wikzzl)
LHOFBRELS NICRKROBETHLZ b 5T R
T A DRI L D RED L TH 5.

BRUSE u




14

IETVRICEDKEHMEERE (PKD) 22BN RS54 2017

@ SRR

HkIZ PubMed (¥ —"7— F : ADPKD or autoso-
mal dominant polycystic kidney disease, imaging
diagnosis) T, 201247 H ¥ COMMTHRELZD
DxENR=AL L, SROWEETEL, 201547 A F
TOWMEZ HARERH B LN Y B —F12THR
F L7z W2 Sk 18 MBI IRIE A 7 ) — = >
O, T2 BBERIZL A7) —=0 7D
HBELZETHY MR

@ SEICULITREH
L

@ 51N

1. Barua M, et al. Semin Nephrol 2010 ; 30 : 356-65.
2. Pei Y, et al. Adv Chronic Kidney Dis 2010 ; 17 : 140-52.

Pei Y. Clin J] Am Soc Nephrol 2006 ; 1 : 1108-14.
Cadnapaphornchai MA, et al. Clin J] Am Soc Nephrol 2009 ;
4 820-9.

Nascimento AB, et al. Radiology 2001 ; 221 : 628-32.
Wolyniec W, et al. Pol Arch Med Wewn 2008 ; 118 : 767-73.
Bae KT, et al. ] Comput Assist Tomogr 2000 ; 24 : 614-9.
Grantham JJ. N Engl J Med 2008 ; 359 : 1477-85.
Grantham JJ, et al. Clin ] Am Soc Nephrol 2006 ; 1 : 148-57.
Grantham JJ, et al. N Engl J Med 2006 ; 354 : 2122-30.
Ramunni A, et al. Hypertens Res 2004 ; 27 : 221-5.

Kondo A, et al. Int J Urol 2001 ; 8 : 95-8.

King BF, et al. Kidney Int 2003 ; 64 : 2214-21.

Pirson Y, et al. ] Am Soc Nephrol 2002 ; 13 : 269-76.

Vega C, et al. Am Fam Physician 2002 ; 15 : 601-8.

fEE &, BAESER 2002 5 30 @ 487-93.

Gieteling EW, et al. ] Neurol 2003 ; 250 : 418-23.

Ross JS, et al. Am ] Neuroradiol 1990 ; 11 : 449-55.
Johnson AM, et al. ] Am Soc Nephrol 1997 ; 8 : 1560-7.
Gabow PA, et al. Kidney Int 1992 ; 41 : 1311-9.
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i3 YL

BRIKERCEGZED S, SRMEEMESER, BRUEBREERSR BEMEEMERERATAAE
REEERTD (X2, BICHEMELED 30% I BEBUN DR LERERE, ADPKD &
ZHMENTLESEFAEPELBEVWEVDNERDPBRETHD. ZOENICERMEETS K=
(renal tubular acidosis), Z#&E (multicystic kidney) (ZERRMEREFMKE (multicystic dysplas-
tic kidney)), ZEMBER (multilocular cysts of the kidney), BEEZR4&ER (medullary cys-
tic disease of the kidney), oral-facial-digital syndrome & EDERTNEERELTHIFON
3. HEBRCEBTZENTNEERRBICIFERICENRRBOSEN, BERLUMNCZRZFNEHY
BEARDPHBESINTNSD, ZEBICENODFRDPRD 5ND RS TIESLRZHDAEKRINDIE

PlEHs.

ADPKD & ORI L& fm kg B & R R R
NhbH. EHNTREEED ) bRFN L EEERE
R 2VITRT. REEETLIE (tuberous sclerosis
complex : TSC) D #(nIEA UL Gt R B #R T,
ZF DOISFEHEIL 10000 N2 1BITH B, ZOEMLHE
{ZF1X TSCI & TSC2 356N T\w 5. TSCI D
& ¥ W E hamartin, TSC2 ® #1{n T W
tuberin T, W LMBENI 7 0y — AL
HHEIZBIS- 3 5. TSC OF 20% |\ BB %19 Y.
PRIAMAS WRAENE, B PHARAENE, EBE, ROk
% EOFZRRZ, HEEEERE, AN R,
FIMEFHIRIE, CTA»ASIE KRR, KNz
BAGES, RACT BN R, Ol R N,
V2SR MR E 2 & O REIR B BB L 57,
PKDI \Z B33 A A5 EI R LRE O BAR#E(RF TSC2
&, PKDI O#Efily 7 K4E1E, TSC2/PKD contigu-
b B BE AL E &

ous gene syndrome & I OF,

ADPKD W5 OIERA B LT, BN b A5 HiPEm
fLEEHM O E LV EET, HEH 2\ I/NEH
HENERERSEELL, #F 20 A ISRIEA
GICFE DY F 72 TSC D 30% I FENLE LIS g g
TREREZ R E, ADPKD (@ TL % 9 ERD
Lh Vv E Vb TWAY,

von Hippel-Lindau % ® & 3 & ge o AR &%
HIL T, EOFRIEHEIL 50,000 A2 16ITH 5.
25~45% DFEBIZ FPHRAE R R0 MR o 5 2,
Ty, BEMEE FikEr X237 g
FEREM LI 5,000 A2 1 Bl & Vb BRI UIZH S
PTIRRWY, BEEAIKAGEZ S0FL, HIRMEE
5 CILEBFLEE O paintbrush appearance H34F#EL
f9Td 52, ADPKD Tb F AU 1 ELNIZS
JfEL, ARPKD L#RIZHE LW &b H 2120 F7-
autosomal dominant polycystic liver disease (ADP-
CLD) & ADPKD & DRI A LE TH %Y. ADP-
CLD @ H AL # s 11 PKDI X PKD2 L 3% 7%
%W fEkid ADPKD & ADPCLD D #5138
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%1 ADPKD LSAQEIHEERIES

\ N BAOAGE | BRSHONS .

s om0 o ERIT IR
SRIMMEEER | > | T DONE | SATOSE | SORKBEEN, ML LI
EREBREBRS | O~% |  OEAf M | ESRD (5T L CEBIA

Het T2
\ BOEHEGE GEFE UEE
EE AR LIE P~% | (1~2CcmBUT) | INTOEH |, mene
BRHS—HHT ISHETE, IBIEBEE, DA
CEAE, o
ARPKD g | OEE T = S

x2 FRECHBERMBREORDETT

(@ 1), 2) K W5EIA, BE)

BinF 4= iRl o

BSVEIR

Autosomal dominant polycystic kidney disease

PKD1 Polycystin 1 — IR, TAEY LA, BEN E | B BE BEENIE <bERER AHRE
E#E4, tight junctions eI FIRARE, BRENLZT
PKD2 | Polycystin 2 | —X#&E. duME, /N\afk PKD1 £EIL

Autosomal recessive polycystic kidney disease

PKHD1 | Fibrocystin

—X#3E. apical membrane

FERMERFHFAERE, Caroli &

Tuberous sclerosis complex (autosomal dominant)

TSC1 Hamartin MPERNI 0V —L4, fHREEHK PEmEME#RHERE, forehead & scalp patches, i
i, NTUNHR#ERE, B3E, subependymal giant cell
astrocytomas, /Di&ARE, pulmonary lymphangi-
oleiomyomatosis

TSC2 Tuberin MRERERNIIOY—L4, REEE, TSC1 &@LU

polycystin 1 & DEEER

VVon Hippel-Lindau disease (autosomal dominant)

VHL pVHL #ERE, /LA, ciliogenesis ICHKE | #8fE and/or FhiRt#R R M EZFEE, BEMiEE SR,
fe 5 HAEERaARME

Medullary cystic kidney disease (autosomal dominant)

MCKD1 | Unknown Unknown Gout

MCKDZ2 | Uromodulin Secreted anchored protein Gout

Nephronophthisis (autosomal recessive)

NPHP1 |Nephrocystin 1|—RXiFE, FOfE, EEH, EEES |[HEEHRZMIE (Senior-Loken syndrome), BREGEE)
ZEAME (Cogan syndrome), BTG HEE, REEF
B4 (cone-shaped epiphyses), /INEEhSRIE

NPHP2 |Inversin —RAFE, PO, RN BEES WEPAL, OEFRRIBE

NPHP3 |Nephrocystin 3 |—Xi&FE, =0 (F18) NPHP1 EE L

NPHP4 |Nephrocystin 4 | —X4#&E, FOMF, EEES NPHP1 £[F LU

NPHPS5 ; [Nephrocystin 5 |—Xi§FE NPHP1 £BL

IQCB1

NPHPE6 ; [Nephrocystin 6 |F/{ME NPHP1 £BL

CEP290

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

OFD1 _ |OFD1 protein [0k

IOpER (F2, O0&2)H KO%mE,. broad nasal root

(B 3) KWEIA, HK)



I. ADPKD : 52l

OB L Vb TWiz2%, B2 b2l g’
BOLNDLIZE P06, BERESME T4
JASHET L T EB D H Y, FHNCER:T 52 &
b b, BIEEENI R (medullary cystic disease
of the kidney) 13 H QB ABEERIZMEETH 5.
F#EET & L CMCKDI & MCKD2S51 6 LT
4. ADPKD & ORI THEE 22 2 Dl%, RERIZ
BN THRIET LI ENE W ETHASH. Oral-
facial-digital syndrome I T NRELETH Y,
W - EEEIE, BMEEIEIT 5. SRR
FEE (multicystic dysplastic kidney) 13 I8
iE L, BNEEDHIRILDSEWITH 5.

BRMERBIZE, I BB P o R KI5
NAEBERED S 5. L5 HAEE TN & DRI
EHET 52 b D% S, EE TR
TTENTHD L, BEMEFELTIEEFEREL
WE L, DENVEEREZE S 2nWT LRl
ZE LD, BRREEREERERIZ, CKD 7%,
FIABAR LD 20% 1280 5N 52 WHIEIC L5
EN2 RO LN, BBV TIHI20020050
T, BERIZIEE2D 5 VIR T 5. I L
T ADPKD TREHEMAPEHREL 22720, BOD
K& SEWEOEBIBWO—B & 7555

@ IR

HkIZ PubMed (F—"7— F : ADPKD or autoso-
mal dominant polycystic kidney disease, differen-
tial diagnosis) T, 201247 A £ TOHB THE L 72
bDEN—ZEL, SEOYRTICEL, 201547 A
T TOMME HANER R LUNY P —FI12C
TR L7z,

@ SZ(IC LI REHR
7L

@ 5| A3

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

Pei Y. Clin J] Am Soc Nephrol 2006 ; 1 : 1108-14.
Torres VE, et al. Lancet 2007 ; 369 : 1287-301.
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 TA, et al. Liver Int 2008 ; 28 : 264-70.

Li A, et al. Am J Hum Genet 2003 ; 72 : 691-703.
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7 BIGFEHE GEEFRIV—=—00ZHT)* Y

ADPKD [3mEERF AL TO B EREABIEERR THDH, HEFICOVTIIEGRZECH
RIOERICZHT 2EEDFED SZMPEZ THS. ADPKD DEEFIRER, MFEENTITDON
BHEERITIE, —RBZERELT, BRTERISZIERRETHS. MRO—JRELT, £FBH
DIREEIREZE > CECFHREZRET HHBEICIE, TOBERETRICERLEDATEET S
NETHB.

~

WL, BEEFHBRESREF SNDLZ DD 5.
L D D O 1-%1E$E’\J*§E¥BE(CET:?Z

ADPKD (& PKDI #{z¥ (B{=¥ 8 16p13.3) £ 7= BIEFREDOERIZH 72> Tlx, AEREES
(& PKD2 15T (GEI5THE 4g21) D2 & 1) 5 E [ERIZBIT 5 BEARE - ZIICET LA F
T 5 E G ABEEEERTH HY . 5T LIS 4 V(2011 4E2 A IC DV CERTRETH 5.
&0 T o B fj R I A K LT B BRI 2D FTTIHEL TV A EEOZW 2 HIIZIThN S E
TIEHEZ M TOZMDES Th Y, HIZFHHRA B, TR A vy 7+ —LFartr b
AT MEII RV, ZFD720% { O ADPKD 1 729 27T, FHlE L CEREOEMLTIT) 25, &
WA A OIS 72 S 7, FIZB U CTHMRICL B@ET Y k) vy

—77, HARERN - AR N — e, ZFHNs L) ICEET 5. 72 ADPKD O#fn:
N —EEPREETHL L ZMET S L MiRAIC BV TIE, BHIEOFUN Tl PKDI &1 %
R A=, MAERMBHAFLER AR LB 721& PKD2 BIZ T\ EETER Y B ETE 201

FUHRESZEOHA K54 2 TlE, FTiEo JCCLS OIREITHTE, AR OFBHEHH A S AT 2 Mk % T3 k&

LT [#EfnFimg] Tldnd, [EEEmmEE] 2HeTws,
B FEEGBEDDEEER  HEIEFNGEIEA B ARBRRGAREER S (Japanese Committee for Clinical Laboratory
Standards : JCCLS) ZR¥E &7z [EnT-BEMEEELEMEES] ORSICEDE, INEFTHNICAVSNTE
[BEETHRE] OFFEY RO L) IZHHE - EHKT 5.

1) RIS T ORBUAEEEIRES) - b MCRYEZ 5] S8 2 3t s iR (7 4 v A SR 8) % (DNA
&5\ IE RNA) %M - fEHTS 2 M

2) b MEHIRRE R TR MR A OB R T OIS RE S 2 Ml 3 2 85 BB L OWEE T EBURNT S, REwRAR-
FARLCBRR L, IR E & DI L LA 2 — B 2 S5 R W S 22§ B A

3) b MEEFIME  BESE TR, SRTEE, EWSospE - B - R, AR 20b 5 BIEFENRELS,
FIABLUI Fay R THOEMICAEEZLL v, Z 0K A I 2 BIEF 0015 CERMIE A o
BTN L DAL I ENBER) 2O 2T DA

1) ~3) #BHLT [EETEERE] &L, —Biiczznen, OREREETHRE, OFMEz Tt Ol
FREOREZ V5.

18



I. ADPKD : 52l

70~80%#2 T, ADPKD THh-> TL$ L bEE
TERPEETE DL DI TIER W & Z BT
HERHICHML, FR2ETBLENDH LY.
BHEOMGEE L L THEERERMD 2 T AR
D RF—127% 5 72 DICHIZFIIRAE 21T ) B a1,
FIRBMAE T EEOBEMTERTHELD 2
THEREOMEZFETHNETH LY. b, H
KOBIRTIZADPKD O #ERFZ W& — Mg & L
T, ENTERBT S L IEREETH Y, BIEFHH
BEHRLELRAIE, ENOWIZEEME S %\ ikt
DI DK Z Z T 2 (IO iaas 2,
GeneTests (http://www.genetests.org) D 1 + 7
LMETE D).
2. ADPKD FRFEEEDEGFIREIICDOVT
ADPKD TIZHEETERE D > TV L EEIZIZIZ
100%5HET 5 E Vb T 5 (RBER100%). TD
728, REIEH % AT 556 GHERZ I (&, &R
FEREDPFERL I NS4, 190 ADPKD D38 E % 1%
FMEICTFHT AL h b, MEET)ZEOR
FIZRICB L CH T IcBiAET) LEFH L. 56
(ZHIRE 5T Cld ADPKD I ZBSERT O F B iR S RER D
EEREDPHEL SN TORWRETH Y, SIERTBHE
IZBWTUE, BARIROPMRE O.LHEADRE S X
OTIRIIWET, Tohdfahy v v 7 & FEl
TELEHOT THELFET L2 I ENEETHS.
3. H&RIEH & U TOEIFRE
AR, EFEICO A8 X OMEHEDY
WCHRBETRELOMEDNDH L I 00, Btk -
ZWr AT O BB L HARERHG AR 25O WU % 8
SFL, MEBEY YY) T ETo729) 2 TEM

TAHRXThA. ADPKD OFfE=CiFlEic B 52
TS G R X D HERE SN B 2 e ENICH 5.

JERE & ) TlaMERE S N A6, IRIBEGES,
FEROBIE, BAEOETVAOND I EDVH 5
728, WO &5 55 ADPKD T, JRIEOZ W%
HET DHE, W TIHBEEREOEITE T L
WETBEENH Y. T, BRMICEROAS
N7y ADPKD BEEOWE, FUNIEBIZE 2
BEIZEFEALVRY, DEDZ L2 EETLE

M & 0 MAERZRT OB LD H - 725612 1dE R h
) T RERO D 2 TRBE R T ER LR
WBOWBOEMEEZMERTHZ L ZHERET L. b LB
BHERAECREIER SN2 WEEICD, BiFeT
BEEET DL, OAERMIARSEEORBE* YT
IRENTVEEHD 1 DTHAH [EELEER] 121
HTIFE LT, BIZFIRA L 7 AR I

BIRFBW 21T ) sk nw2 L &23HHET 5. 20
B221X ADPKD IR L TWwiz &2 LT, BBIEN®

AR CE R I N2 L, HEER X
) B EEEDSHEIT T B T REEDMER W &\ ) A [
WHHEDLDNEETH 5.

il L7Z2HREFZEZTA T4 2128V TIE,
[HAERTZE 1229w T, 3-2)-(3) HAERTZ I O IH
T, UTFo L) IZiisnTcns, [HARZIIC
i, EFEMICHDEENB L OMEEMICHDEZETRE
%L OENH DL LS, B, BWET)HE
& HAERHR AR RSSO RUR 2857 L, @EE
o) T ERFo72) A TERT S,

INEZTT, 2013 4F 6 H U2 H ARERG A2
WARRLI-OD, [HAERNIITbN AL L UF

HAOQREZEETA FTA4 2 TlE, BEIT ) V7 DTOLIIERLTVDS,

BIEADYEYYT D#ES Y 2 ¥ 7E, REOBEFWETGIZOWT, ZOEEWEE
DEHENADEBL, ZHUTHEL TV ZE2ITLTOLATHS.

DEEENR R X OR R
Zo7ut A2, OEBROFEAEB L UFEED

MR 2RI 2 72O OFRIREDS L OREOMHR, @#EHK, HfE, ~A—T A b, P, GFB LRIV TO
HE, Oy 7 —sFFaAf R (PoaiEmefi/z) 2 CORMNER, BLO) 27 RRUNOBILEIRAET 57200

k) T, RENEEND.

BAE, DHAEICIE, @Eh ) v FHLE2RETAODLE LT, EfizaRE L [HFEEEEMERE] (http/
/jbmgorg/) LIEEMZ G E L7 [FREHEY Y 1T —il#E ] (http//plazauminacjp/~GC/) 3V, Wb HAA
HEEFE EHARBED Y ) v FHEDPHFETHEL TS,

IR ) 2T DI HRE IS O W T, TRTOEMAEE L TBL DL E L. F 72, HEENE

T AT L EM B & CEREMIE, DEIISCT, BEMRICLZBED Y 22D ¥ 72T 59,

Mz THBLLEND 5.

E AT B K

) ARG ARHEA O R AARERG RS (2013) [HARNIITHON B BIEFHRES X OBWICHES 5 W] (http/
/www.jsog.or.jp/ethic/H25_6_shusseimae-idengakutekikensa.html)
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IETVRICEDKEHMEERE (PKD) 22BN RS54 2017

WricB42 5] THAE. L7za>T, 4%, HA
ENZ BT 2 HAERTZINE, o RBICESWTITD
NLZ EWA.

FHLAIEXZEZSHLTILWD, ZoORMBOE:
Bix, HWAERNATbN gz, OfEZkz By
Lot l, QFEENRE (A2 ) —= 2 7Kk
TR &) EIZFTT, FNENLELR T A ER
WL THA.

MeEZ W B E 3 5A L1, FAKREH, #HE
Rz &2 &), WREHSRMIE - DNA 2158 TiTh
N5BIGFIRELEZERLTBY, BEREET
HAHWEEEE O PICT LMEXIT) B, SWR
G, BHK - BB B fakatE, A ORE, MRS AR
HEDORINEFIZ O W THRAERNIC L CHAL, 4%
BEAT ) T RT5729) 2T, A YT+ —4
Farty bR TEMBT LI EPROLENTNS,

—J, FEMENLR (DYWL AT ) —= v TH) R
L, BHMRIME ~ — 7 — AL bR S N7
NT (nuchal translucency) #l%E 7213 Tld7 <, 1%
SR RIATONLBEERE L EA TV,
FHRINE ~ — 71 — # s 0f E eAs & V72 NT
EREDIRBRFE DA 7 ) — = v SRR
BEICHESITOSNLD, ThEERL, FEL
TEMT A2HEI1E, BRERICEEZIY ) v 7
TIATHI L LTWA. &5, iR
7RI ED L) BHEARD b, ZORIL, HH
Wz BIRT 52812050, F-INL0HE, b
S SRS A B &3 5 BIRF IS~ D
BAIITFHEREED Y ) Y 7 Thbz ) 2T
AT —LFarty 2R TERBINLERE
HHL TBLLLEXHL L LTV,

JFEEN 2 (bW B A7) — =2 ZHRED )
L, O EZ E) BE AT, ENET
BIEMICNTEZR DY 7 b= =D %R Eh
emAEICS, BIEREBELY T HHICEES T v
) YT T IATY, RO E T DEFEIZD
WO, BRSNS L) ICHB L7720 BiEEDE
HMETHREIHEGRETHLELTWVD,

HE I T DN 5 8 & WA 1L well-being % ¥
Wi 2 HEMRATHS L L LI, HAERSZHE L
THREFIREE R VELZLICLER LTSS
Lix, bOEOBAFTIZHOH ) HE2E25) AT
FETRETH 5.

CORMETIE, MAERZEOHHW BT, &
ZAy ) v FORERZEEP RSN TEY), 454
7p AR AE A B P AR & A 2 72 B M (JFH & LT
BREREME, REEEIY 27—, BnHEM
Bl SRAEMICHEY @Ry ) v T %
727292 T, A v7r—2Fartry b aBTE
fidhro bl LTWh, ZORMBORPIEES Y
YR v TOER, BLUHEDR, EO XA H
IZOWTOREIT VDS, ZORMIFIHL WA
HARESEDHTA R4 VIR BENTWLEED
k) Y OERBIOCEEA Y V) v HY
ENERHEINAIRETHLLEEZS.

@ EMRZR

CHkIX PubMed (¥ — 7 — F : ADPKD or autoso-
mal dominant polycystic kidney disease, genetic
diagnosis) T, 20124E7 A F COMM THREL 2D
DEN—=AL L, SHOYETIEL, 2015447 H %
ToOMMZ HARKEFHERB LN P —FI12Th
FL7.

@ SEZ(CLITRER
a. HAREZS. EEICBU 2 EEFNRE - SWICET 2 74
K42 (201142 H)
b. HARERG AFH4%. WAEMICITb s L ORI
B35 % B (2013) (http://www.jsog.or.jp/ethic/H25_6_
shusseimae-idengakutekikensa.html)

@ 5|

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

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

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

Brun M, et al. Ultrasound Obstet Gynecol 2004 ; 24 : 55-61.
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ADPKD (CX 9 2B RIBEAEDHIL SN TORWVREER TIE, ADPKD BEDFTh> THRE
LTORWNEEICE, NERARSVICEFRTOEGIMICKD AT ) —Z 2 JIREIFHRE L B0

ADPKD Ti3/NE 7 & NS EEH ICHEEN, CT,
MRI ##7% EOBEEZ W TR S { T
BREELTVLIEERETE LV, HEICLD MK
EEERT L2560, WMAFERO RN CE RN
AEN7 < TH ADPKD A L 2\ & IZHiE T &
BN C &R BERE B X OB E L 7RI
EiT HED D 5.

—75, EHEZWT TR RO RE LS IMEY 2 457
SN, & DHVILETE N, MR - TR &
DIERE L7234 13, ADPKD O#EfT DR\ fE
PR E L OB OLEDH Y, MEETH L
AT L. BEOHEE LT, REOLR W
B A7) -2 7 LTERBT LI L2
B’d b, 7272 UBEH MR % F 72 s © 15 A
Tlx ADPKD T& - T b # 7% DI B TR AR
TELRVEVDODNTWLILIZEETRETHS.

B, WEIRE OB X 5 < BT HmY %,

EIE, (GAEAZ: &I/ X SET A ekt ot
»H D7, NEITADPKD & 2 &2 EIC
&, BRI ENIRE, =i, OEROZ
) ==V TREERITIRETH 5.

@ EMEZR

Hkix PubMed (¥ —7— F : ADPKD or autoso-
mal dominant polycystic kidney disease, imaging
diagnosis, childhood or juvenile) T, 201247 A %
TOMHTHMRLIZbDER=AL L, SROYE]
WZBL, 201547 HEF CoM = HAKERSB £
Oy FH—FI2THRELZ.

@ =E(C L= x&Es
L

@ 51N

1. Cadnapaphornchai MA, et al. Kidney Int 2008 : 74 : 1192-6.
2. Schrier RW, et al. ] Am Soc Nephrol 2004 ; 15 : 1023-8.
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ﬂ fNFAEIR

BERUADERISRERD ST TICHEEINTOD EVDNSED, (FEAED 30~40 RAETE
ERATRIBYT 2. BEMNBYRERE LT, 85 BEHE MR RICEREEADAR—VICEK
250DHET) DARRMIMIR, EERERREDSHIFEND. REBIEEREM, & KBEAQDREA
ERBIENZL. BHERBIL4~6 BRI HIBHOBAEERIN, 60%DEHICRDHEND
D, ZLRERPRREEZS5NS. RROMKRISHFHROENTRDSNS. MEMICIE, BSBLRE
TEASNAENEONRERFIR) ELTERTHS.

XXX

EEL R EEEEEEEEE EEEE R EEEEEEEE
I, SRR, IR - IR, RREEM, W%
W SR AR EZ IS LETH L. B
FENBN 03 2 BRGeR II  $ 5l 3 5 BN D 5.
1. EAIHM

WA, RIBMETRIREET 5. O
HRBMAEBWREOMBIZIVEI L EENTWY
5P LI LIZAIRB MR 2 £E Vs, SR IMBE o bR B4 i
WL EBBRT AL b Tnh, BT RERE
FEAD L S AL LWV 2 & 750,
2. B

PERLE G\ 08, TREGIEG B S O kG & 1 F:

IEbd o, AL LICEHEENE, S5IH
MERBEZIE R PED & & A%\ R % £ 3

BIIIRBIRZ RO 2708, AT/ L Twb
BAIRFTRAZO W E B D% v, E@FEO
PURSER ISR L 2 W SR R 2 4 0 R385 6
X, FL =Y RHBFMEO/NBHIALE % Z R
5. HEEIC X BIEEMELZT TR L, HOIEMZRF
SE L) BT EFR D K&V, B - IO 2%
BOFBWrE#E L LT, 3 (>385C, >3 HM), &

R - PO E8), CRP Bk, ZEfg o &

sy

E, IPIFDERDS W EARIBEN TV A
B, HULABWEML DR R, HFEHBHEMNT
NE

3. Rig#Ea

ADPKD @ 20% (2 &0F L, B2 IR & 7
L HB.

b oo ¢

BRI 1L 4~6 BFife T 2 H O A L EFR S
M, #60%IZ1BYEDTTEE, ML, MO A% 72
5% BRI (61%) & U B (71%) D 2 & 2
BN AR |2 B R A AT % AT o 72 AE
D 80% A 1 AR TH o722\ H T I, ik
DFERDOL LD, BlEchbEEZONL. FOR
IR EIF ISR T 4. Lo Likd RELF)TE
ERE LIRSS, FEFAICERDOL S EGL
TWbrZlbdsb, T2, BOESIZLDLEHSCIE
WHORE;RUEROERE 252 bdH b, il
WILIEA T O 4 FHEPLRIESR (NSAIDs) T2~ k
O — )VIREZZ7S, BARRENOHE L SN TR bk

A0



I. ADPKD : 52l

WHRAYIMLIR (X 30~50% DJERFI TRED 5 4L, FIFE
WReZn2eddb. O TRHIRWILIK = 580 5 4E
RATFE 30 & bt s, WHRIYIMR I TERL O BE K
PR S, BEAAE L, BEHEEMET L7z,
BITE2HETAETL S0, WIRIWIMREDZ <
dd &b LIMFICE R A RET L MIME 25 0
i, &2 WIZEROBRIESGENRNT 5720
EEZLNTWAY, ENICBHA, EE 300
FREREBEROEHOEETRETH 5. WIRIMIR
RO T A X L A BRAE 5 2 &
bdHY, 2~3 L OREFERIEO SNDY . FEHn
X A WIRMIMER DT & A L1, R EZH L ik
7o & OBRAFEYERE T DINICIERT 5. AIRAYIN
JROTY Y — R385 BHTIX, PrBeESidMc %
WH\ZEZDLEND L. T2, Ko res s
U —7 EORIIMEATE Z 155 A FK— VI8 5
Loy AV, i EeEM DL R L,
RLEMAEREILT 5 35 A 12 X BB IR S48 1 0 B

WA b e 22 AV RHIALTE % £ 5

@ kEE:R
WHkIE PubMed (£ —7 — F : ADPKD or autoso-

mal dominant polycystic kidney disease, initial

symptom or presentation or manifestation) T,
2012FE7THETOMBTHRELIZbDENN—-R L 9
L. SEORAICEL, 201547 A coMmen 9
AHEHEB LU Y B —FITTRE LT

SERTHHR

@ SE(CULITREH
=L

@ 5 1A

Grantham JJ. N Engl ] Med 2008 ; 359 : 1477-85.

Hogan MC, et al. Adv Chronic Kidney Dis 2010 ; 17 : el-16.
Bajwa ZH, et al. Kidney Int 2004 ; 66 : 1561-9.

Gabow PA, et al. Am ] Kidney Dis 1992 ; 20 : 140-3.
Johnson AM, et al. ] Am Soc Nephrol 1997 ; 8 : 1560-7.
Ubara Y, et al. Am ] Kidney Dis 1999 ; 34 : 926-31.
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30~40 RRETHEERD I EH SV, BEADEITT S CHLEDEICKDZERTR, BBEEE,

BREVPHRTHIEDHS.

AERAYIM AR I3ARE A (S HEOE < DIEFITREREND. RIEHENEEICKDZR - ZRIE, FRKAYICHA

SPICHED I ERRDIRN.

BWH L\ RO R IL, ADPKD T
HEOEWHERERD 1 5 Th 525, 30~40 it F
TSRO Z L H S,

SR, EREECEIEE~NOKY, RIE
K, Rz SRR E 2B, AEOREICE
W, HFRERSLEHRIEG: EORBIEGE, &
RICEHT D, TWHETE Y EENEWDS, BT
TR T 2T 5 E S TwaY. A
I EH G LR EIIHELIZCL, wo
7o ARG B EHERIL, BELRTV. Ao TE
RIEDTHEOHE 1 TH Y, BEALERS L OHR
QMR L ZEEICBNTL, BEOEKOHE
(QOL) B L UHMmA BT EELAETH L. H
FRDNOFROEGRLIMIC L2 b Db #EHT 5
VBN D L. FRERLHAR S, FRFTH, R,
JREFFE M Z, BERBEEB LU CT, MRI% O
E{RZWIDBEII R 5.

BYEOERE, BREOBK L FERINET L2
FEBIZZ <, BRI DA L PRI R D FEF | )3
JHR & 2D, —J5, BEROHEKICL L EHEREY
H~ORMEMEREE LTHESND Z LD
D, HEORIE L I TEBEROTAOEFEZFZ 5 2

EHFENTIE R, I (71%) D139 25, HHERIC
B (61%) & W v i ShTw a2,

INLOFERZOLDIZHFRT LI LT,
NSAIDs # i3 5 2 L 3%\ AS, BIREE~NOFZE
A TICEBLTHEATRETH S,

EERICHREME) B, EELE ERIC—
HLAICE R YBO255121E, CT A
A N TR R ALE 2 Z 583 55

TR, FHERDEL CHETTLE, WILELZIE
HT 272D ERAR, HILEBEREE, REr
£35.

MR D TILHTIH 2 S8,
BHRPEERIERE 25 2 213070, BEE
FRICEET DT EHS . 03 g/HEBRZ LEN
JR& RO HDIE20% K TH 5. 71— LIEMFER
PO BAIL, I ORISR, B2 XHUNEAL
Bk 70— CREfR:, BIEERE, IgA BYE, R
FHMEARERAE K EOBBOTREM A BT RE T
57




I. ADPKD : 52l

1. REfEIES
FIBAES 2T TR END EEZ NS
WS, EWANCHE Z BB OFEREN 2 BRI, RIEHE T
DIRT TH L. HREKAEEEEHIET 2 RHIZBWT
b, TAET VL ¥ VI 5 RUS S R 7K fill BREUSR
RS2 RS T 22 &, RIEf I EE 2 X 7239,
L2aL, HEERE L TEENSHK, LREFI%
VER D ISERRIGICE 5 2 7% B 2 T & A% WT,
2. RKEEBREDET, BFfE

SR ~BHOBERIZ L) FERPEZ LD F
T, HREME)EES (GFR)IZ A 70 Y ORED DI
E#HTHBY.

40 EHA 5 GFR 2MET LIf0, O T HE X
3y 44~59 mL/ 53/ E b Tn Y,

ERRERIK T RIS E T AN F L LCTRLOZER
DHIT 5N T B0

Wil T RN & 51725 PKD1 D% 9 5 PKD2

£ 0 TR

@ IME

@RER (MR, &HKR) ORI

@

OFHOKE & B L OERMETOHE
(OLRWiLYN

@O&EAR

)0 000 0000000000000 00F0FCF

KETOFA (CRISP : the Consortium of Radio-
logic Imaging Studies of Polycystic Kidney Dis-
ease) Tl&, FFHHIC b 5, WIRIBILROE A
PEDOBROEFEREMOTHUAT-Th o7z, MEEE
DFEM 1,500 mL LLEDEZ (B1 #) I2B T, #
PRI ERAEOMRT & OB 2 7R L 72(4.33£8.07
mL/ 5/4F). TR REETF RN PKDI OER
DB EE O R AEE L 245+ 268 mL/4E T, PKD2

OFERI (136100 mL/4E) £ D b, HW I LATR S
AW

HAA®D ADPKD &2 B 2 AL ClE, BAEHK
LB T AYHE LT\ 72280 it oD 196 Bl
A X FE CTIEEREEOIN T EE I FRIc L A
b9 —% (P 42 £ OBIZE T, eGFR O T
£ —34 mL/43/173 m®) T, F-mIMEDAHEIZIX
HEBINZVE VIR TH- 7217, BARKL I
JEDOBHEBEIR T ADEEIZOWT, SHDOELR5
SERDER L R OBSEBLETH 5.
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TOMM % HARREHEB LN FH—FI2TH
LTz

@ SECLIETRER
L

@ 5| A3

Gabow PA. N Engl ] Med 1993 ; 329 : 332-42.

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

Elzinga LW, et al. ] Am Soc Nephrol 1992 ; 2 : 1219-26.
Elzinga LW, et al. Am J Kidney Dis 1993 ; 22 : 532-7.
Contreras G, et al. ] Am Soc Nephrol 1995 ; 6 : 1354-9.
Seeman T, et al. Physiol Res 2004 ; 53 : 629-34.

Torres VE. Kidney Int 2005 ; 68 : 2405-18.

Grantham JJ, et al. Clin ] Am Soc Nephrol 2006 ; 1 : 148-57.
Torres VE, et al. Kidney Int 2009 ; 76 : 149-68.

Johnson AM, et al. ] Am Soc Nephrol 1997 ; 8 : 1560-7.
Grantham JJ, et al. N Engl ] Med 2006 ; 354 : 2122-30.
Gabow PA, et al. Kidney Int 1992 ; 41 : 1311-9.

Peters D], et al. Lancet 2001 ; 358 : 1439-44.
Fick-Brosnahan GM, et al. Am ] Kidney Dis 2002 ; 39 :
1127-34.

Rossetti S, et al. ] Am Soc Nephrol 2007 ; 18 : 1374-80.
Tokiwa S, et al. Clin Exp Nephrol 2011 ; 15 : 539-45.
Higashihara E, et al. Clin Exp Nephrol 2012 ; 16 : 622-8.

0 NS O W N

==
B W= o o

— =
N oSS O

10

BEX

TN

25



E c0000

26

.
.
.
.
d
.
.
.

. BRE - BERE BT o

1994 ZODHETORFEEN 5, HhICSD

L TUL 3 3E&EHT ADPKD B&#6%4(1% 10,000 Il & #E

EESND. BEMEZITTNS ADPKD £E% 4,594 ffl& B, 14,594 D ADPKD BE DRkt

ZLTLWSEBRESN, AD 10 FAMOERRIE 11.67 THo /.
DI BHEBESNDBEEL, REDBEHRDA

» ADPKD & EHES N,

KEI RV EMNAIVLAT Y NEBORERERD 5,

10 HEAXt 1.38 ATH D7,

ADPKD Tl 60 @R E TICHFHDPRABAL2ICED D,

KO THRTCTHBED B L.

=15

IS iRl S8E 72 B SR feim e

FtZHET9 5 & 31,000 %), 4,033 Al 14l

1 FRISHICRI SN S BER(BEXR) (ZAD

MBS PCEBEDS—MRILL, RBEIC

RIEICEBIETIE, HAEOBPHOERBAPABRERRICEK
BREAENPBIEICE TERLEZZDHDHZL. DIEREEE LTI,
PIREERDZENZL. ADPKD TIEFIDSEMEREICLEAN, RMMERETRETT 2EEHEHL
ECIIRHPRERKRICED<OHRTHMKIVS, SMEICHDSMALMOEED S

DEIEEE S M OTE
. Ay

%% ADPKD TEMICE 2 eBEBOERTFRIL, DAETERETEZNLNDORRATERICE S/

BELYRFTHD.

~

1ﬁr$tﬁu$
T 2 R D 7 T AN D BB DN T2 % D
DWHIRET, BEKE NITHRL, 1,000 AwL
10 NS B E LTEY. —F, »HHMIC
I NBEHE L 720 % A B OHFRERT, WP ok
BEHE NTTEHRL, 1,000 AZewvL 10 75 A2x$
LIt LTET. FEBIZIZ ADPKD TH- T d,
ERRIEIR DS 2 RBEICZZ L TV ARVWEZE LS w»
HLEZLN, THEHDPOE) BTAERESRE
FIFEBROM L VK FER SN,
2. DHAEDEZRABEHN SHESNDIERE
1994 4R 12 b SE T b 7R AT T, KR

BE & 500 IREL 3 bE & 37X T H e 2413 BT
W27 v = bREEED, 1,253 [iFk L ) ol %
FIZ, BEHARZETHIEICZZ LT\ 5 ADPKD
BEOBRBETHL:. COBETEFEAICES
TWAEWTHERZ %% L T\»5 ADPKD BE#HEiZ
10,000 1 & H5E E 72 (95%CI, 8200-11,900). L
WZxf L C i g bk & 521 T 5 ADPKD BE L
T HARBNEZESOMEL D) 4594 Bl L fEETX,

14,594 1> ADPKD & DM 5 hOIL TR % 75
LTwapElESNE BHOHEAOKRADE
125030000 A& L, s AH 10 5 AR OF R
REFETH L1167 E%5h. THIFTHAANSS7 A
I21602° ADPKD 2ECTH A L HEFVIRZHNL.
CAUCAE R RIAEEE & B RRIEBE 2 2359 5 L HE
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DIEH» 4, 7%
WEE 2, 3% ©

v 1 R 2
6, 11%

DIMEREE
12, 21%

1 ADPKD &#& 129 fIDIFETIRA

a: 1975 FLIFIDFERA, b1 1975 FLIRDIEA
To27REENTNRCRA, FECEH,
(3Z#k B) KW 1ERKL)

EnpEEL BEOBRBROGHZHITL L
31,000 K127 v, 4,033 AlZ 1173 ADPKD #% &
s ny,

3. BNEOEFFABL SHESNDIFRE

FARIZ 1991 R E SN A T A0 - FEEb
VL= VATHBEE S LI BEERN—R L L7k
AT, AL 210 HAHEFRLE 2T Wb EE
¥ 303 BT, AWFIZALTL0 HAISK LT 1443
T, 6,930 A2 16045 ADPKD ¥ &g Sz,
TSN TV BEORRNT, RIEDOFEAREE
LTwa gL A, BERIIAFLERD,
2438 A2 1143 ADPKD B L Mg s hzz?. #ov
N OV CREBRIZAT DA T A 543442 A
WX IZBWT, 84 fld ADPKD EEDFER S, H
FEERIZ AT 10 JTI2AT LT 1546 T, 6470 AIZ 141
ASADPKD & & HE SNz, S SICHERENE
HHEDDLEBEHTI 18062, AIT3019 A
121148 ADPKD % & A5 7Y,

Ll X ) ADPKD B O#EE 13 3000~8,000 Al
1 BIARRE L HEM S B 25, JRBE T ORGEEE 2 & HE
SE SN BHEE 350~780 AIZ 16l & R4 2Y.
4. ADPKD DFEER (FEER)

—JTRBEREERTH HH, 1935~1980 £ F THk
IAVIIF IV L ATy FEORAERE RS 1,
LRSI 7212 S BB R (R 13X AT 10
TiNGF 1.38 BT - 72
5. ADPKD DEHEEEICH T B Fi&

ADPKD Tl 60 it F TR AR B AR 4
IZELY. BREOTFREELSEEL )RS 77

DMERE
26, 36%

75— LT, OFM, @PKDI #ZTAE, O
MEOBEE, @WIRMIROBEE, &3 \I2L EOLT:
R, @OFAROBEHEZR EXHITOLN TS,

6. ADPKD D&idrFi&

M EN R E R TE 4 h o 2B,
ADPKD BEH DR AKDHEFENIFAREZDL DT
Hotz. LH L 1956~1993 427415 T D ADPKD
BE129061 (5 6 I9BNIRKMBEAEICE>TW2)D
JEN % FRA L 72028 Cld, BHTRER BB — ik
LU CT&E19754E I L T, IRBIEIC & o TR
TLEEIMIL - EAEShTWs ([’ 1)Y.

— 7 Z OFENIZE TIRIRGHEIC X BT OB X
1975 FERIATH T VLD ST, MHRTEOERIFOE
J N e o K B SRR 240 X B RS SR ILAE 12 &
THREL, SECORKIZR > T b b OHIERYESL
D 44% % HEDO TG L Tn5,

Z 0 Z O ENEE L 2T T 5 BE TR OIME R
R TOITEFEN EH S5, ADPKD Td 1975 4ELL
BCTILLIMERRE T T Z2HESMZ TV b
(B1). Z2OWRE LR OHIEEL 9 > IR
ENFNEFNIT% TH o 72, LIS REE D TEFEIE R
127> TV WEHTYH, JREFE TIX 70% 08 H
OB AS, 62% IZEERIEEAT A SN2 E WV HE),

HISEOFENTBEOIERF A TIZ, ADPKD Tl
OB EE I, ME R E T 2 A
E (B 2)Y, B R E TN BRI 2 &
COBETHIME Y &, B IZRE D B H Lo S8
A, 7272 UBNEIIRIE O 584 & B2 s I R
AL R GREZ B 720, BHEMIZ ADPKD 0%
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a LEEE 169,

6%
ZDIED 629,
23%

DRS
554, 21%

B EE
564, 21%
BRE/ Bt
= RRERIE
EBE 368, 14%
ﬁ =]
1’“91;557%0 Him 72, 3%

2 HHEOD 1984~2001 FICBIF B BFEZDIEEA
a : ADPKD 2,685 4
Lk 1) B KOCBRABTEZSER K UIER)

WSOV TA 7 ) —= v T xiT\», 2l
B9 2 B AL EE & 72 . 72 3 ADPKD Ti#HTIC
EoBEOEGTRIL, DIEETHRETHZN
PANDERTENICE BB L) BIFTH L™,

@ EMEZR

HiklZ PubMed (¥ —"7— F : ADPKD or autoso-
mal dominant polycystic kidney disease) T, 2012
F7THECOMBTHRELZbDEXR—ALL, &
BIDOELETIZH L, 2015 4 7 H £ TOHIM & HAXFEH
HRBLUONY B —F TR L. Rk
DEVEFRAEIIAD %, ERPENATH L2, f
ISR L CIICik 2 &2, BRI L TRZE A
EME— LW BIERS ZhNA 7.

BN TREES
8,999, 7%

%ﬂ&g/7

FREE

DRE
32,544, 26%

ZDIED
28,849, 23%

BAE
8,372, 15%

7131, B ke
6% _BILEE 15282, 12%
9,588, 8% il 3,812, oo

3%

b : ADPKD LIS D&E#fEE 124,577 f
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EITZHHT DiakE

RERAGRMEZHS ADPKD OEHERSETEH T FRELTHERENSN?

BEFREDEMEZFD ADPKD OBHEREETZMNH TN HY, BRE

BEDREZIRET B.

ADPKD TIEIMEDREEEENSEL. AEESMEICKNTEEFRENZ <, BREPEELREE

DoRHOEND. BEREIRPEOHHELRETRZRISE,

BHeEESETZI0FT 5 eaEl

DhHd. IEFTVAILIFZ LWL, —iD CKD DOREEFEEICZ U THAE 140/90 mmHg R (BEX
7 A2~A3 & 130/80 mmHg Kii#) DfIED > hA—ILZRET 5.

ADPKD TS IE O FFEAEE 25 <V, ADPKD
DML XBEREDER T T2 OEFENHEIET 5
ZENLWEY | EIE AR ADPKD BE I3 REE
EOVRE C, BILESY R BB AR 13 & b IS ERkE
HWEOTPHRBE L SN D, WEFENICE, SES
B> ADPKD B OB TIE, EfitRBkpm{l
LB ORMELH TS 5N HEHEIT I RA
AMEEHZ UL E L2 BERED T DI TN 5179,

1. %55

FEFEMR L, WIE %5 ADPKD BE DR &

IR & BB AR 2 B S, BRiEREET 2
P9 5 W REMEAH 5. CKD 12H#E U C I 140/90
mmHg Kl (B X5 A2~ A3 12 130/80 mmHg #
T OMET Y PO — VA RET 5.

2. BEEE

BB OEWT 72 RBOKBEBED T » 5 4
(LHBEEBRAEAE L 2w, REYR 7Ty ~— 210
D aKR— MFFEICBWT, FEEFREIEIIEZ R
ADPKD E# OBt ae i ST 2 i3 5 2 L 29R
BENTWhb, I 27 2L B VT,
1990 451X ACE FHESE D X & fifthT Tl Bk £
TEAT OHIHIRD R 2 56D 7 2 o 7205 CEIGEIE R 2.3
E, n 14201, 2009 4R ICEHRE & Wk EI O T
VB 8 T DS B AR R E E AR AT A D L 72 (BT
54F, n:85)7.
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3. REBR

2005 4F |2 & 72 K E MDRD BF%E (7 ADPKD
BE)O7+u0—7 v THERIZB VT, ADPKD &
B 2 AL (34— 42k MAP 93.3
(126/77) mmHg) (IHEHEREE (24— bk MAP
98.4(134/81)mmHg) ZIb#E L CHEIC KB AL
~NOAET 2 I L 72 CPIEBIg M 6.2 4, ADPKD
BFHin 0200017, 2014 4 1RE X i She D
HEM T » ¥ 2L EEER HALT-PKD W78 T,
BBk BE 2 eGFR 60mL/43/1.73 m*L £ @ F. 1
ADPKD H#EIZBWT, mERIMMED > o —)b
(95~110/60~75 mmHg) I&, HEH#EHKZIMET > ~
0 — )b (120~130/70~80 mmHg) & ) & ADPKD O
WEEHOEMEREICL, BRbE7V7 3 vikltE
IR ST HS, ERRREMEA TR RN I B L CIEBA
5T h o 72 CEIBIZINIR 5.7 45, n:558)19.

FREEE X Y ADPKD ##13 130/80 mmHg Aiifs
DEFHENLF LWEEZ SNLLD, 110/75
mmHg il ~ D FeAg B E O A MR L Tk
V. F72130~140/80~90 mmHg D IfE 4 451
LIS AT o T (B 748, n:75)%.
ZM7:% ADPKD #E# 2B\ CKD (28 LTI
T 140790 mmHg il x BT HEE L L, BAEMRE
FIX4r2e T (A2~A3), 130/80 mmHg kil % H
e R IRET S,

4. FEFEDOIESE

— 12 RA RIESEDPFH ST 0B BEE
SEOFEHE & B REREAMETT O IR 12DV I B
MOF NS {, b7 v Al
2\,

ACE [HESE & Ca fEPrdko [T, 2000 40k
E T v 7 s bibiati <, ACE HEH DT H MR
H7 VT I yHRbE R IE L 72 b oo, BRkREREE
HEATINHNC B L Cld A B % i % o 72 (BEE
MI54E, n:24)". ARB & CafEi#z L7z H
AOWZETIE, 10T > ¥ 2 bibiatEi<© ARB 8
Ca FEPUSRIZIER L CF B I B R Ak I e 47 25 )
N7 (B 348, n:49)19. ACE [HES#R L B
EWEED LB T, 2150 T v & LB CTF
HeRe R AT I 125213 72 D o 72 (BRI 3 47,
n:89; B 34E, n:36)7Y. F/ ACE %

H LRI LB TIE, 2001 SEDKEFET » 5 21k
HEGRER T, FIRFEDY ACE FHESEIZHE L TRE&
FIASIN L CB R AERE = A3 HEAT L 7 GRS B
524F, n:33)1. 2014 41K E L s Sz
HEM T » ¥ 2 LHEGER HALT-PKD W72 T,
BHEHEAT eGFR 60 mL/43/1.73 m* ki O 4T L 72
ADPKD E# 2B, RAAS(renin angiotensin
aldosterone system) @ — 3 [ & (ACE PH 38

ARB OHFH) O BRI EIZS S ik 2o 72 (Pl
#AM 5.2 4F, n:486)%.

Z D &) ICEHEREEAT O IR R B\ CREESE
OFEFICHT2HLP R I ET ¥ AR WA, JRE
HIHIRh RS D ZE L, ADPKD B&EI2BW T
CKD (# U CIR#EH Al X4 Tld RA RMHESE - Ca
FEPUSE - FREE R, A2~A3 X4 Tl RA RRHESE
REEEPEE L L TRET 5.

@ EMERZR

7% X PubMed (¥ — 7 — F ! autosomal dominant
polycystic kidney disease, antihypertensive agents,
antihypertensives, kidney function) ¢, 2012 4£7 A
FTOMMTHRELALDDEN-RL L, SHOKL
TICBEL, 201547 HE ColM % HAMEFMS B
LNV P —FIZTHREL.
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CQ 2 #ukix ADPKD DEEHEREREEETOINEI DI ICHERTNZH?

FEMRRY 1R BUKIC & 2 BB EE TSI RIZBES A TR EOD, BKICKWY/NY
TLovamEz, BRELTERER ERENHTIZEHEEEINDED, 25~4 L OBRKD

Kt aiRERd B.

ADPKD DOFRMIEMIATIZ, NV TL IR/ EZNLIEcAMP O J 5L, ERICEED DY),
BREBROBE DWW EFRMEMROEIEE & /29 EHRASNTVS. ZOLHNVTL I OREEER
EHIBRBREFE L THE(CQA) SN TS Y, BEDQLEEE T, BiKZZ2{IBIEICKYNYTL
DR ENHT DI EOFRAEPRA TN TS, REXTIC, RBHRIUKDBEHKEREEITE
ROERZMET S EVDHREITHRNVD, ADPKD ORMEMBBOMELENFZIFEZERTHE, &K
KICEKBNI T2l BRAETHEN, TORBERET D, PEL EHKFRZDIRRD

B DISBFTDNETHSD.

ADPKD DML TIX, NV 7L v a5l
EYFRICEERTFLEEZONTEBY), NV T LY
Y ORIBRETIREREEA TR S hTwal, &
DI=DINY TV ¥ v OSZFEARTETEEDGEREHF & L
THESE(CQ4) SNTW D, —, lH ORI Tl,
NV Ty v a5 KRR cAMP A
ERBLEIBEREEZ LI ERED XY v MY
SN B2, FICHEE T, #kx$ <35
CEDOFRMPBE N TWS.

1. %55

FEAR I 70 (IR AV E R RERE E AT 2 P15 2 & 8Bl

BT LA L2t ADPKD o JRAE e
DM FIFREEZEE T L &, HoKIZE BNy
TL Yy 2RISR S, FoE/TIE
FT5. D LSRG RZDORIANE L DI
HRETH 5.
2. ADPKD DFR:EfaE//mIRA

NI TV OZHEREPETH L PVNT S~
MEIEE L THRE STV B, ZOZEE,S
OFITIE R, hKELLSTHIETNYTL Y
YEAEEOGWEIHIL, NV T LT U ENLE
cAMP O FERL LA O EF 53-Wh R0 ML O BE 5l % 465
52 EDEFRDPE SN TWA. EBIZ ADPKD £
TIVT vy MK TOKRE AT 5 L BILOIEED
Ml SNz b T 2 HEDDH Y.

FEARMIZ, ADPKD TIXBHEAEATIEFIRIZ D 5 I
MAhoEEEIsH LA EERHI T
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59 NFERITERAC X B RIS DN T LY TR
T 5 RUSHEOELICER T 5 & S, JROTAELE
BEAME T LCWa* . —F, Torres L, RO
TNEIA 7 & B BERRED IEEIICH 5 G 3R
TV EHELTBY, OHEEEICHEDI R, F/2
HEAT L 22 BFBE A2 LT SR B 2T\, NV 7L
DrEIMHIT A EEREEEZ LN TS, FEE
12, ROEZEFE 250 mOsm/kg H,O FEE % HZE 2k
KEHEIR L, @Ok E LT, BLWER - g
HIRREE, FURIE, N TV U EER 5 2 5
HRNEHEE, FLHREZEOH 26 %HIT TV
%9,

& 512, HEBIZ ADPKD THOKIZ X B RIZEE,
cAMP Wk DAL % [ E L 72357238 5. Barash 5
&, fEE AB L0 ADPKD (10 # vs 13 B) TEAMB
S OBMEOKEFT TR ERE LTS, A
PEM T 2B T2 L Ok E7\v, JRIZEE,
cAMP HEIEOE T 2SEIZE S, F7212&E & cAMP
WCHEE LA Z ATV DS, EH AL ADPKD T#%
A7z #H 3L Ofok 7 H OB KE N
T, REZELEDOEKTIEA S 7255, IR cAMP #HEili
i, b Loz EM#O ADPKD T3
DAEMDSAH SNz, SR TITABERETIZBIES
Npo/zl LTEY, BUHENRKAMIZLS
cAMP ORI R DN TIE S OB AL L L
Tw3”. Wang 513 8 flo> ADPKD T 24 B %R
DORE, BEEH»S B E 35 285 mOsm/kg Rz
BIEZERT 52O LERrfokEx BB LTS5 H
MEamL, P THERELEZMHLIENTE, I
FR KB ERET LI LN TELELTWVDY,
Higashihara 5 OWZeCld, ZE#kK#E (25~30 L/
HLLE) 18 B¢l i Aok BE 16 B & e, 14EH O
INY T LY VWA EICHIF ST zhs, B
B L OB ZLICEEEII RS, D LASE
ARBETIEMAATI L D b GFR O 2 B L OB
BEIERASEAL L T /2. ZoRFRIIEHICET A
A, RCT Tld%e <, 2 A%, EHMOWETH 572

W, SHEVELOBRETORMBIREL K- 72
VR AALERBRTHET L TV DD 52,

ADPKD 1254 5 k22T, BIfE$ TRCTHF
ZER BRI OBISEMCIIF Y Y, 87 A%
FIER 1259V, L7zdt> T, BRI R UKD B 5%
D HERANH] R BB R FF 22D B D EHE DWW T
WA TH L. 727201, el L7z X9 ITHEEMIC
ADPKD TIIRIBMII DI T DAL LR DD,
FEEIZH T D AKRERE 2 VIRILIZL TS &, Bk
R 25800 1E4. HED T HKE L%
WEETIE, P BKRRDS RS L) R L
FHEZ D L) WHOKRERL, T/, ERMICS=EIC
FARKLTH, NV Ty D5 A —#E T H
5720, REHTOHKEZEIO TWDODBIRE LD
R TH 5.
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CQ 3 rhlEBHIREIE ADPKD DEEEEETOMEIDDICEETNZH?

ADPKD I 9 7z A X< BFIRBEDBHERTETIHHRICOVTIRIET
VADRTRTHY, FOEBDHRICDOVTIIHERIDFH ZR LRV EHIEY .

ADPKD (Z3 9 B 7z A BFIREDBEMMEICDOVTIE, DEBIDE S M E AR PEERCLLBTR

AMETRE SN TVS D,

ERBHEESETINFMRITBDHLSNTLVEL. ADPKD BEZa2018

BRBEEICHT DAL EFIREOMREEE L X KBTI, TAKKEHRRICKY BT
DR LIcZ ERFRESN TS, ADPKD OADEIZITHONTOARL. BILEKY, ADPKD &H#&
IEX T BIeAE S EFHIRRIE, BREBEZSOETEZINHTIASHLIET VAL, TOXKBOH
BICOWTIEADE ZR LW EHITL, #HRBLLELL.

TP BRI L C 7z A < IR £ B e
EOHATEWHT S, L2 L, ADPKD IZBWC[H
FROMEDN D B0 L) IEHLE 2 TIE %W,
ADPKD IZ51F % 72 AE < Bl R £ o B hE e 4
IR RO W THRET 5.

b ¢
Vi

1. 455
ADPKD #B#H 2B\ T 7z AT < B IR A B bk bE
BEOETZIIH L-HL 2T T v Ald R\,
2. ADPKD [ZBIF B zAIX < EFIBRB DR

Locatelli 5 V1%, PKD 74 i % & T 18 1 B R B A
42 JBH 456 Bl & oF G SEAE 2 AL MO B GUBR & AT
VP HREE (1.0 g/kg/ HD SRS A 72 AE BRI &
(06 g/kg/ H) OB HEBERE EEATHIHIZD R IZ DOV T 2
FER OB CHRET L. ZofRKBE &BRF,
PKD & & b 12, MEMICEIROON L7z
A, e AECERIRBECFE LR Z FhTni
Moz, TAREFHENTE TR WITREED S

%, ZTDIED, PHBITOMETIEH LHM% A E
SERY 2 RCTY 25 7b i, Wb 72 Al IR
HITEREREOETZ IR LG TR, F72,
Levey 5%13, ADPKD 141 1% & ¢ 585 5] % 72 AL
< EHIBRAER (058 g/kg/ H, 291 61) & FERIBREE (1.3 g/
kg/H, 294 B (ZHEAEZ I ZE ) FHT TRV (=~

RRA Vb RKHEARED D VIR A S + 85
U 2BEL, BELETIEILAZCERHRAEDH
DT —E D iz Do, ADPKD JEFI D A D
AT CIRAMEAFRO SN o722 L 2 il LT
W,

—7J5 Oldrizzi & O#EY T, 06 g/kg/H A
72 A B IR A AR FEAR T O MEAT 2 HIHI L 72 2
ExRHEE LT 525, ¥ (4100 Bl ADPKD
X 2B OR) DEAMEETHY) TET ¥ A LN
VAE L v, E72, ADPKD ## % &t 8 Bl
WEBEICB B 72 AL EHIBREO R MG L7z
A Z RO TIE, 72 A CEBIRAE IS X ) BIEA
32% A L7z L ST\ 5 Y, ADPKD O
BHOFFHIIAT LI TV,

PLEOWZEIE, 70 b 2= VOEFRASRTH 5
ZER, HEEPECZOIZT Y NI ATHLE
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BRI TICEZEAPDT A THLI L, T T
BHEART5THDHZ L4 Olimitation 7 1,
ADPKD 12549 2 72 AL C B HIREDOH R EIZ O W
CHIR S CHIEZ M T OIENETH 5.

@ REMEZR

SCHkIE PubMed (¥ — 7 — R : autosomal dominant
polycystic kidney disease, “protein restricted” OR
“chronic kidney disease” OR “chronic renal insuf-
ficiency”)C, 201247 HE TOMB THREL D
DEN—AL L, FROUENZEL, 201547 H
ToOMMZ HARREFHE B LN P —FI12THh

L7z

4) NILINTI Y

@ SE([CLILTRER
a HABMSEAE. TC7 > 2135 CKD BH7 A 174
> 2009 [13 %t kNS 56180 (ADPKD) . $05tEE
Ak, ppl41-147, 2009

@ 5|ANH

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

Choukroun G, et al. ] Am Soc Nephrol 1995 ; 6 : 1634-42
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.

S O W

CQ 4 ADPKD DEEICMUNTIVIFHEEINDIH?

HRIL—K 1B

NILINT & 1%, Cockeroft-Gault ##8RICKBD 7L F7FZ0 75> A 60

mL/ L EDDOEERTE 750 mL LI ED ADPKD (CHWT, BRBROEBMEBHEET 21HT 53
RPRENTEY, TOERAZHEETS. LHrL, JL7FZ2IUF7 S A 60 mL/FXKimd50IE
BEBRR 750 mL RBEDOHRAN, HIONRICOVTOBEE ELREMIFHEILINTUORL.

NI T V2 ZBEHERETHD MNUNTaNE, N T2 V2 2B/ 46%EREICEEL,
CAMP DE4EMFHITHIED,D, BREBROEAZMNHTIHRESHEFINY, ADPKD ICHLT, 8
MHAERERAER (TEMPO3/4 HER) H1Tbh Y. ZO®RR, MUINTEZUIE, BHEEESREFTEE
B 750 mL LIED ADPKD (25T, BRROEMEBHER T 2G| T5HRDPREINE. R
BRTEDPICEDREBFEDPBNCEDS, HEERENDERLHEEREZBEICERLLDAT,
WINTZUNE, BHEEDPRF CHBARD 750 mL LIED ADPKD ICHWT, FOFERAZEHIET 5.
LU, JL7FZ27)7 52 A60mL/FRiEHDWVIEEERTR 750 mL RKiEDEA, HXOVNE

IEOVWTOEEEREEIFFEILIN TR,



V. ADPKD : ;&%

ADPKD Tld cAMP 2 & V) Feffg b iz Mg o Bg 5t 3
szt BEAEHEETLZNYTLY V2
ZEREDINY T LY THRE LD & cAMP 25
B, BlEEERETS. NV TLI V2R
BEERETHDL PVNTE A, NV T Ly
V2 ZHEAR % EIRICIHE L, cAMP O A % #i
T5HIEns, BEROBAKTIHT 2 8RR
annY.

1. ¥&55m

MVNT & %, BEREDMR/-IN TV, 2200l
BZEFEY 750 mL L o> ADPKD 2B WC, BEEM
DI L BRI T 2 #0525 RoR sz, B
B CLEPICHERNRGEED W Lnb, JFkEE
HEOEELGHEFRREMEICENLZ) ZT, b
WNT 8 0%, BHEREAT BT CEARE LS 750 mL Pl
FE®» ADPKD I2BWT, ZOfH% RS L. %
B, 7VLTF=r2) 7T A 60 mL/5r Kl Dk
AB LOVNRIZOWTOFEMME: & ZatidfETr Sh
TWHRWI EICEBRTRETH L. FBKITERE
BEA AL S D WEEMLH L7200, MV TE ViR
BTtk 2R L, WEOE & 7 ERAIER
DEHEFE LI LEPH 5.

2. ADPKD T3 D M ILINT S 2 DESFRIFZE

ADPKD 1259 % bW NT ¥~ OFRIFZEIE, 1
o J > & LB, 11 o fE 6% T
768 1 ORIRD e W EEEO S ABRERY i &
TW5h,

2011 4E \ZHEBI AT IR 7E Cd 5 TEMPO 2/4 3B
RS Sz, TEMPO 3/438k L 0 (K& T,
F— 7T )T b I R ER (TEMPO 2/4)
IZBWTE, M T S OlRBITEAEORINE
EHEREOIRT 2 90§ 2 etk dvRme s hz? . &
SSRGS S N7 DFBI DR A HEED S
ASBRICBWTIE, PUNT Y CIRA BRI
HEIZ LT F=00389% LA L7200, MEEREIX
31% DA % B 727

2012 I EEM T T ¥ KBS » & 2 ALIEAT
TR LB ER Bk & L CAT D AL 72 55 A [ 8 3 [ 3 B
(TEMPO 3/4 3B%) O#5 BAHE s h 2l ol
RakBaTld, £ELT7 Y b7 L EZEEBEOBINON
i, BERREIR T O], BRI T T N A A R,
EIE 7R EORRKR A X2 b & LT, HAREHN® 305
BEEOMITR 129 OB L), MEARL 750
mL DL ECES 1705 mL), o2 L 7F=220)7
7 v A (Cockeroft-Gault #555012 & %) 2% 60 mL/4>
PI_E (5F35 104.08 mL/%5) @ ADPKD &%, &t 1445
ANZXHIZLT, 3EMD PVNTF > ORISR F
RAREE L7z, ARSI E IR T 28%/4F, 7
T REIESS5%B/METHY, SNV NTF Ul
ADPKD OEZEROMINE A ZICHHIT 2 2 L AVR
SNz, F£72, eGFR O LHENIFEIERF T -2.72
mL/%3/1.73 m?/4E, 7 F L REET-3.70 mL/%/1.73
m¥/4ETH Y, BT OIHIC oW T L AR
ARENTz. BHTICBWTIE, 35l e L <
R IE % A 6F 3 2 8, B AR2Y1,500 mL % # 2
LEEIBWT, K1) BT OHfIRh R ASHHE T
Hol:. BEFERIIa Y ba— )LEHRTEDOE X
W27 HE, ZIRM 2245, BIRH 43575 &, KFIR
TERIC &L 2 b ODBENE o7z 72, 49% (2T
WHBEEO FANA SN, 20 TEMPO 3/4 38k
WIEHARAND 1778232 L, eGFR OZALEAT b
WNT 7 VBT 383 mL/4 /173 mY/4E, TR
BET-505mL/4 /173 m%/4ETH Y, HARNEBID
AL T OIPENC O VT S FREATR E 2,
3. MILINT9 (T & D ADPKD ;BEDIRIX

DX ) REBERER S, HARTIX20144E3 A H»
5 ADPKDIZRF 2 MU T & V12 L RS #EH
BAlG S 7z, @k LCid CKD stage 1~4, ME#E
FE23750 mL VL b, B HEEEREAQLER- 5% L CTH 5.

HARDIECTIEZRIN, 758 L O#ET h LT
5 N X DIEEDFIED H VI TFES N TV A,
4. MIVINTI VKD ADPKD JBEICHITEDS

& DR ARRE
(1) ADPKD IZxfLTEDL 50D b7 7 %

G S A

TEMPO 3/4 8 Tld, PV NT ¥ 12X 5 TKV

MR RN TP G- BAGG 1 12 2 4E 1%, 3EHR I DR

35
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EDENY . L L EMRHYS & SRS 0 ik

AT <, TGHBoRIIESN TV RV,

(2) CKD stage 4 IZkF LT MNT 7 v ORI R IZH]
HFCcExnh?

TEMPO 3/4 32Tl CKD stage 1~3 25/ R T
HY, TKV B L eGFRIZBWTTRTD stage |2
U CHREBEEE LT M UNT Y VR GHOAER)
HAVRENT WA, TKV 124 L Tld CKD stage 1
T 404% (p<0.001), CKD stage 2 Tl 604% (p<<
0.001), CKD stage 3 Tld 39.8% (p<<0.001) D/ h
BARENT. F72eGFR IZxF LT3 CKD stage 1
TIE 15.5% (p=0.23), stage 2 Tl 29.1% (p<
0.001), stage 3 T 31.0% (p<<0.001) &, *fHEHEE L
AT MW Ty v G BEOAEMEAR S 7.
Boertien 5913 3B D NV NT ¥ L EGIIBIT 5
WE%, eGFR>60 mL/43/1.73 m? 30~60 mL/%/
173 m% <30mL/4/173 m?® 3Tl L. #
NZENDOEEIZB VT TKV IFF -61mL, —99
mL, —47mL#i/hNL, AEEIIEOONLro 7z

(p=08). L7245 T CKD stage 4 125\ TH CKD
stage 1~3 & ERE R EPAFF TE AR D 5.

@ EMRZR

Rk IE PubMed (¥ — 7 — F : autosomal dominant
polycystic kidney disease, tolvaptan) T, 2012 4 7
AECcofIMTHRRLI-bDER—AL L, 4HOD
ETICHE L, 2015 4F 7 H £ ToOMIM % H A MER =
BLUONY FH—FIZTREL.

@ SE(CULITREH

a. Gattone VH II, et al. Nat Med 2003 ; 9 : 1323-6.

@ 5 1A

Torres VE, et al. N Engl ] Med 2012 ; 367 : 2407-18.

Muto S, et al. Clin Exp Nephrol 2015 ; 19 : 867-77.

Torres VE, et al. Clin ] Am Soc Nephrol 2016 ; 11 : 803-11.
Higashihara E, et al. Clin J] Am Soc Nephrol 2011 ; 2499-507.
Trazabal MV, et al. Kidney Int 2011 ; 80 : 295-301.

Boertien WE, et al. Am ] Kidney Dis 2015 : 65(6) : 833-841.
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V. ADPKD : ;&%

5) BRI RIS A
CQ S

BERZFRINS [EXIF ADPKD [CiERENSH?

ADPKD DT &M DRBEICIIR SRV, &R, BIHEER SERDRRE
BOTVWBBADABREND 1 DELT, BERFRTSIBEORMEERET S, Fic, BRBRREICET
BB NLF—2, BUHEBBOEHIRONDBEDBEICIE, BERFMRSIFEDORBEZRET

3

ADPKD (CHWWTIE, Filid L < [FERBZFR|IC L2 BROHE/NEEISBHERS, SMEORE,
BUHERBOBRRICORDD EPPFINTELD, BERBOERLUADHRIZASHTIEEL. £
D7z%, ADPKD ICH(F 2 BERZFRIRS AL, EREOIIRPYPFRFTERVEEARBADBEISLS
FHREINGRL. £, ZORBAEDIRISERENREFMICLENTILRLERATHS.

FHl, EREEMEBERRAOFRRSIREDCAEINDS. BMEBERROZFRBETIE, ##/\D
REWFTHLEOICEMHELTIR/ —IDPHMEOHT —T I EBL THEABEINDESHZ0.
ADPKD OB ZRZFRTS A, 1 DBV LIBOXRZRERDPEREEDEREE/I LTS FIEE
EABNERICRS T, BEMEBRREAKGFRTI DBV LIROBREZEERTDIEZRET
%. ZROBRAOEFIDERICONTIE, SEOMADPEREINDD, —MRERE L TIHERLE
(AN

e, BREBEICEITDZHP NLFT—2,
W5 FEDEKEZIRET B.

BUBBOEHDPRONDGEDZMICIE, BRREZFR

) ¢
V3

B DWTIE, FEARAICHEAMEB R &~

1. $&5m
el E AREICE 2 5 Y. EERIZ, ADPKD
TUXZERIE [ R BIAE 70 v LIEIESE A7 12 & % $Efai
NS, ERRREOR A, BRI, 1B O,
BEEBIEERER DCLENZ D h3 5 2 E IR SN T &
7208, EREREIRE, BREIERIRIZOWTIEH L AT
7Y ADPKD ~OE SRS k% L0 X
) A\ ZHERE T B EHT 5.

PN ZE L [ 31X ADPKD OB REfR 4 H Y
KRR LCHEREL 2w, BIEISERT 512
PP, R EEROSEO—FEE LT, £0
EWEIRET A2, F72, BIAEGIIBT 5 ZH
RRLF =T, EHEGOEIERSEDNLYEDS
Mkl LT, ZOERERET 5.

. BERZFRS BEEOBAN

FER R S L AIAVEHFART 2 & 2 TERL O/
T 12 ADPKD ORAE 4 7 0 ¥ OREFEIR SO A8
L ENEIREEINZD, TS L o Th 2 - TEH
BEDSEALT 2 EHH Y, BRI GO TNY.

37
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(SFt 41 SRR & B ERER |

YES |

NO

YES

|

(e FxsmE)

|

CTE&—
BEfE=3cm

NO

}

ey

|

fEIRE

BIICR3

N

Jor
([ mmmlmETH )

|

fERRES or

RIERRRRSR
fEfRME ADPKD Di8% 7 )L IV XL (5t 10) K WEIF)

ADPKD 12351 % T2 & 2 ZeRafi/NEE 2D
T, MEDYATIT 4 v 7 LEa—TlL Bikit
R EALE SR WDUET L ERE R L, —HoA
BT O AR RE D T2 D B BEEAL 2R L C
WEENIZAZDD, SHOWMENLEL LT
22, F72, BIEHEEL LTOURELZHBO TV
A, S F TORBKIZED S IZH S L 13V 2 w2,
Lo L, EEEAICIZIEFICERMTH Y, ADPKD
AR R OSEIFIE O R A T & 2 WIBHIERE~O
WIS IEIERE LT 52,

R PE R G W R SRR/ N Al & [ AR LS
% 2 b ADPKD OF#retrax HI9 & L CTlEHESE
Lzawd F72 FERZEHIC X > TORmR
=S % BV TFMICHERTA 2 CENTH
%476 ADPKD O 1&VEF 125k 2 BERa g5 |
BE, 1205w LEEOKE REMIERED T2

JER & 7 o TV B IGE IR W LEBEO T O%)
REHBELTEESNSD.

2% 12 Fleming 5 OJEREM: ADPKD ORET v I
VAL RBIRSTY. 72750, A ¥ A FREERE
DEFIZ DA E TIE—r Tld e v, FEHE/ L
FiibfrbhsZbidEgnTdhsb. EFEL AL FR
SRIE O R e e, BERZERILT LD E &
ENb.

F 72, PUEE I ADPKD OB R
ERIFFNZ L BBHR FLF—UWFTHo72 &
VO EBIREIEZ <, BEBLTL WY BT
RS, EEEDLN LMD D o 2GEIIE, B
L COBENIZERIGS [ FESE R S DY,

3. BERZFNDOFHE ESHIE

TR P A B e O = o — MR B 2

FOZERIWLE DI ST 5. EfEE A e 2



V. ADPKD : ;&%

FaDMAIIE, F 172 TIET CEIIZTORE S
IZR-TLE ) DOT, MR MR 572012
LA %2 S 2 O EEITH 5. WALH O
X BRI LETH D, &0 XD R LH % 6§
LTED L) FHTITAIXLEETROMEN,» &
W) ZEEET o TR WA, Ty ) — LAMEH &
MBS RO L WY, bAETIR, I /%142
YHIHHER TS, L L, @l cEED
y 7 =V aFEAL TREBRLEIIANOTL 2 EOEXR
BEPHELX E7- L2 L OWEDH Y, $TlE% M
BOLSF L HLVOEHES TG Ly 77—
RN B H 57— T )V L CHALA 2 ) 2 & h—
RETd 5.

ADPKD Tid, K&Z2®az 1w LBELsy
J = VCERT DA T — T VMR S Tw
5. B EL T LG, FREBELT 5720
W TWFIDIRD, 7 )=V E ) EEEBbhs
I %A 271, n-butyl cyanoacrylate (NBCA) %
ALK E LT LT 557 . gl EREAS
EEEEDRITECEEZSNDLD, BelrERE
LT, 12%wLAHOKE BRI EOIE
Bx &L COAIREMDA BV EEZ 5N L LA
BRoTH T —7 VTR % T 2 2flFE &2 1T
)L EHERT L. ZROBERA~OALH O
DWTIESRBROMEPERINLD, —iKEHRKLE L
TIEHESE L v, ZEANCRE ) &BHEE LT, &,
PRI, MR, ZERLEG: EHHRE SN TV D,
4. {Rp&EH

TREE IOV T, ERAOERIRE 721 O
&, [J012 BEEf KB RESER] <, £/, %
xS A RIM/INER A BNE LT Vv a—ve

EAT 256, TK771 BRI R | CTrEk
T&A, 2720, EHEeLQ3mky /-, 3
A7) IRBREHAMER & 72 5.

@ EMRZR

PubMed % LL'F @ ¥ —7 — F(ADPKD, polycys-
tic kidney, cyst puncture, Renal cyst puncture,
surgery, fenestration, decortication, marsupializa-
tion, decompression, ablation, aspiration) T
ADPKD DO#Efa 22l & SN/ N e 4y,  HLAT1EE
e flu o 225 | REA LG 12 B3 5 28 S % 2012
FETHECTOHMTHMRLI-bDER—2LL, &
M OUETICEE L, 2015 4F 7 H £ ToOMM 2 H AME
MEBIUNY Y —=FIZTHREL. F/2, 70
BRICHERINTERZLEEZERDLVATYT AV 7L
Ya— 21k 1, 2) &8 L#ER L 72

@ SE(CLIRER
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, pp462-80, 1996

@ 5| A3

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. J 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.

Chapman AB, et al. Am J Kidney Dis 1990 ; 16 : 252-5.
Gupta S, et al. Acta Radiol 2000 ; 41 : 280-4.

Fleming TW, et al. J Urol 1998 ; 159 : 44-7.
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SIHE & ZDXR

1) BuiEhAmsEs

CQ 6 ADPKD [T 3 ZIEIIRER U ——> 0 (BT nBHh?

ADPKD TldMEIAREDBRENE <, WRLUILBEICHERTRICKEHET
%79, WIBRBDRAY ) -2 DEREEHETS.

R EN AR IE ADPKD OBHHREE L TIEKHME5N TS, ADPKD ICHEWT, BBIREICKDIETE

& 4~T%THY, EaFRICKEL

789 %. ADPKD ICEWTRERABAREDEHREIL, ADPKD

DS EBLARICEL. 5ICADPKD DD THHICHBRER < SR FHIMOREED H55E
DRFRFREREEDPLVSEICHBLERICE<KO>TULS. %/, ADPKD TIFEED SR
LOERDHY, S50%DEF TEWEDEEDE XIS, 29%DEGF TMENEEHETHSICEHHD
DOTHRL TR ERESNTHEY, M, SHOFE  FEROFELREZEELBEREIIRI R,
LIeD > TBHERED SBRBOMRETRATHIEIER#ETHD. DUEXY, AFU—-Z2TICT
MEREZRR L, BEICKUTERETOIETERTRELETDHEVAS.

ADPKD OBEARZE L L CHIMBIIRIE DS T S I,
HEGTPRICEELS 2 22 L I3HbNTWS, &2
Tl ADPKD ONENIRIE A 7 ) — = > 7 T 14
PWET LODREHT S,

1. ¥&5m

ADPKD 2B\ CHEIIRIE OB IdE <, Bigd
L7 E D TERRE N NG, A7) —=v )

2 CRXBIARIE & S8 L L MBI U CiRiE 2479 &
TEFE. FHEE MRA CTHREIRE A 2 WA T
3~5ETEDRAT ) ==V T HRHERET D,

2. ADPKD 87 B RNEIRBIHSHD T
IHEIIRIE (X ADPKD OE A2 L LTI S HIB
TBY, ZHOWEEEN R SN TE72. ADPKD
IZBWT, MEIIRIEIC X BB TERIZ4~T%TH Y
M ENIRIE DS L 72358 @ 3 1 H AN O JE1C = 1%
46%, FAELINTORRTEIZB6%THD L S, i
IR OWZIIEGTFRICRECBET LY. 22
T, ADPKD ONEINRIEDO A 7 ) — = ZIiZHEMmT
BAEUET LLICOWTHRE (T 72,

&
b




V. ADPKD : ;&%

2011 4RI 68 - DWIE % £ & 72 A ¥ AT D3
ENFY. FNRICE B L, RO RIEEMENIRE D
TR 3.2% (95%CI, 1.9-52) TH A DIZxf L
ADPKD T3 6.9% (95%CI, 35-14) & HEIZmE\ .
ADPKD @72 2> T & FRIZ BN IR > < b BT Lo
FRBED B % G565 O BRI RIERE D 2 WA 12
BLUAEICE L o TV 2003 4E0 53 4D
Woex £ &7z 2 ¥ AT TI3Y, BRI Z & o
ADPKD @ 40% DFEGN HENIRE R < b E T Ko
REEZ RO, CDETHIMAZRZ L2880 43%
IFTEC LT3,

3. RIENEIREDEE & Fik

ADPKD IZBWT A2 ) — = ¥ 7 TR ZENIRE
AFER N4 HIL 35~45 K TH ), — koD 55~
60 M & WA FICE WY, I BIREAILZE L 724
D313 395 i (15~69 /%) TH ), Z D 9% Ht 21
MU T TH o722 & H 5 ADPKD 12 B W\ TIEH4E D
S IMBIIRIE OB O d 5 Y.

BX B RIEE 1% 50 % D HE B CEFEREDSIE R O & X112,
29% DIEGI TIMEDPIEFF#HATH 120 00b 6T
BRELTWL EHESNTEYY, HH, BHof
M - RO EI3E B AHBIER S 200,
Db X0 Bre E b BREOHE L P45 2
EIINE#TH 5.

ADPKD TAOH 5 RBEHEIIRE DK Z S1290%
P b2 10 mm BUFTH 5. ADPKD % 12B W
TRIEZBIRE OB RS Z DAL & B L TR
L) TV AT, —RIICHARANIIBWT
D TIE R RN B IR O %L 5 mm A T
0.36%, 5~6 mm T050%, 7~9 mm T 1.69%, 10~
24 mm T 4.37%, 25 mm P ET3340% A 54, H
£ ZDNEREIRETOHRREOERIZH 2.

AHAD 74 F5 4~ TIZ ADPKD %% 1),
ADPKD 3 X U< T M d 5 W IESEE B RS
N HEHEN 1 &L VD BT, RN EE
WENRFEDIFRIER 7 ) — = ZI3MEF LT L v
LEBENTVASE (25 ATb, TEFYALAN)
C)°.

PLE XY, ADPKD 128\ THRENIRTEE O Rm=s1%
ml, WRLBEORTEELFH NI 0D, A7
)= = Y ZICREIIRIE % 56 R L LB ZIE U CiRTE
2iTH) CETHEMTHREWET L ENR 5.

@ IR

CHkE PubMed (3 — 7 — K : polycystic kidney,
aneurysms, berry, intracranial, subarachnoid
hemorrhage or, saccular, brain) 201247 H
TOHMTHRRLZLDEN—-2L L, SHOKET
IZBL, 2015 4E 7 H £ COMIM 2 H AR #ERH S B &
ONY P —F I THRE L.

@ SZ(IC LT REFR
7L

@ 5| A3

Chauveau D, et al. Kidney Int 1994 ; 45 : 1140-6.

Schievink WT, et al. ] Am Soc Nephrol 1992 ; 3 : 88-95.
Vlak MH, et al. Lancet Neurol 2011 ; 10 : 626-36.

Trazabal MV, et al. Clin J] Am Soc Nephrol 2011 ; 6 : 1274~
85.

Xu HW, et al. Stroke 2011 ; 42 : 204-6.

Gieteling EW, et al. ] Neurol 2006 ; 250 : 418-23.

7. Morita A, et al. N Eng ] Med 2012 ; 366 : 2474-82.
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CQ 7 RIV-ZVITHONIZMEIREICH L THRGERIS RS NZD?

BB O RIEAEEIE, MEIEDIG, i, AXX, 25K8E &8 B

EE=REIRE URESNS. SABRRNEREZTODPITHhEVD

MEMECHERDDOZ, TOXREERET S

BEEADBERICDOTIE Rtz

PHENARERRRIIBEEIAHE CH Y, R T —Z2 T THOD D eRBRBBIENDHISISEE T

HoB.

LD L, ADPKD DRMEHMENARE (=X U TIE—MR DRIEHMENITE & LENTHBI R BRD 5

HIFTRERWN. A7U-Z2 I ThHBEZIEEIN/IEE, BE B nEZERICEETHIHBE
DH%. REBREOBRISFHRFMNCOENARREDARMER THY, MBIEOMA, & X
L, £5KE, Fis, BEESFEREGHICRS URESND. ThENOBREICRIEMDAH 57
O, ABEVAEEDERICIE, RMHEAREMESORRDPUETDHS. RFRBREOHHELL
BEBREFICTE FEEBE6DAICTI ERBOYA AZHRITDIEERETD

IHBIIR R I BOE B PHETH 2 2 &b, A
I ==Y TTHOPoTz, T kb HRBRINENK
FENOXFIBIX ADPKD I2E > TEHETH A, Lo
L. ADPKD D ARBEMEIIRIE 120 L Tl — kDR
WM BIIRIE & e TR 2R G2 8 2 DU Tld e
{, =GB RICHELL. A7) =2V 7 THD
o 7o MEREBEPEIM BRI |26k L CTHMVEHRY G % HESE
TOENEMY S.

b ¢
Vi

1. §&5:m
ADPKD (234§ % A 7 1) — =~ 7 CHENIRIE % 45
s a, BE, HON, MRS ICERT S
VBN D D TREIIRIE O/VEH G O BRI,
PRI BIEE % & ) TN R PR & D AHEK
DBULETHD.

2. IMENARIE DEREF

— BN IREN AR ORA (7 LEREE, Z84E) D fEff
WA 1Tk, hnie, BME, S, s, <BET

WMimoBERE < SETHIMORERE Z LT
ADPKD X whhTwal, £/, K& E5710 mm
DEodbo, FEELLO(7TL 78 L < Iid daugh-
ter sac, ZEME), G (NSEBIIR, A3 EBENIR 53
L), JEROD B L O, BENENIRE OB D
Lo, BE ST, SO, FEEshIcE
KTHLORBEHLRPTVWEEZLNTNS, LT
MoT, A7V == 7 CHhHEIREZ 8 S -
A, B BOR, MR ICET A LEDNH 5.
3. ENRIE DN FREES £

ADPKD #3812 3B CTARBE 2N B IR D i 23
S, RO RBEINEIIE L KL THwEw) =
EF Yy A WY IKENIRIE O VR TR IS,
TRBIIRIE DIRAL, TERE, K& S, &HIRE, El,
PEAR RS 2 A MRS LIE S D . R 2N E)
JIRIEE VT3 2 BREE T4l L PG 72 & DAV
WL, FNENOBREICER AT S 5720, &
BREORIUNE, BRIV B FTEE & DM RA L EE
Thb. FWTNONEHYERETHHHIRE O
HIZFPHTERnwZ &ns, ik L7zX 9 IZBE,
BB, MR ST 20BN D 5.

R E B B h, IR LBR LY, /2



V. ADPKD : ;&%

K1 FEREREREITE

(HE5R)

(1) R BIEIEEINZ5E, S - EERIRE
REDBEDERAT, BADEBATED Y A XD
fif - IR EREDRHD SHER SN D BRE,
K OHERRATE DREMEZRIZR L T, AEOBEIG
HIRETT DI EDHIEIND. BE, BEOHED®
FEE+DRA > T4 —LRK - A>T NERETR
ESNDEAWERTD.

(2) KRIBZIRNENAEZHTIC KW BED D DIER - TNLe%E
BT IEPHDED, 1>TA—LK -2t
NIBLTIEZDRANDEBEHNEETHD. DD
ROREDREDFEIFH T ) TaHET 5.

B) BEBKLOERMOU ARSI AI 225 —>3>POF
{HEETZRVEES, MEMELIGMMERICESE
A RAEZF O DHEEBEINDS.

(4) BWHRPEFHED ) AT ICEDV\REOERED
ARV L EBNRITIEHREHTEMTH Y, B4
DEFREICEET ZEHEN TE R, Bt Shiz%
BMRAMICEDVNVTREAHZRET NE TR
LY,

(5) KRR BATED BAREGH ) AT)DSERT N
¥, RAJE L TREOFRDD 10~16 F EH 215
B, TROBEICDVNTREEGETT DI & aHE
"5
OAEE 5~7 mm LU EDFKRIEZAENIRIE
QLEFHTHH>TH,

a. JEEMORMEIRE

b. #AER BIXBEEAR &IORESAR-ER
BEARER R & DEMIICTRTES D MEIARE

c. Dome/neck aspect LbAAZLY - TEF -
T 78T 5%EDHENFHZ S DME
iRES

(6) BEMEDHMICHZ> T, BHART T MDA
T=ILDHTIFEL, BERIEREDEEDETMmA
ExGHE L THIRT - IROFHmAITD T E DX
ns.

(7) BEICHEE>TIE, BEMBROKREZRRLA >
TH—LRK - Ot NaBBIEaRHET .

(8) FBEFATPMENAEREDHBIAERZITH TR
BRERT LS55, BE - XEOEZES, Sh
EERETD. RBHERTIHEEFFEIS 1 FD
EDERICKDRBEHERE(TO I EEHRT S,

(9) RBERICTBOILAPER, EIROEHEHSH
EROGE, ARICELCBEMZT &z
HESZ TS,

(10) MEBEABRRICHVTIE, AERDANTEEHEDE

FKEEICODWTRBZEHRT DI EZHETS.

(11) FEBEI U Y EJOMRICHE\NTH, REMEZS

HBYT B EEWIET S,

(ZRER a) KWUEIA)

- MREDOEBEE XL CTHEEZ X760 H5
DT, BEGEBBIENSLETHSL. BORKEL R
DERBE IS 2L o TWARWA, HAR K Y
JEEINVHENTVS MRy 7OHA T4 >~
2008/ (R 1)¥Tld, WIREIZTE, /136 7 HIC
LEIHOY A XoffEEE) 2L 2HEREL T
B F22DHA RTA 2 TIREELEGDI10~154
DibEd BHa121, K& & 5~7 mm D EoRBE
PREIARIEE (20 L CIXIBE A G TR & Lt Tw
5.

@ IR

CHkE PubMed (3 — 7 — K : polycystic kidney,
aneurysms, intracranial, subarachnoid hemor-
rhage or, saccular, brain, treatment) C 2012 4F 7
HECoMBTHRRLIZbDER—-2L L, 400D
GETICHEL, 2015 48 7 A £ TOMIM 2 H RX#E =
BLUONY P —FIZTHELL.

@ SZ(IC LT REFR
a HARWEY 754 WMy Z2OHA K54 22008 (X514 3
Fi]

@ 5|F3ZE

1. Rinkel GJ. J Neuroradiol 2008 ; 35 : 99-103.
2. Hughes PD, et al. Nephrology (Carlton)2003 : 8 : 163-70.
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2) BRfakag

CQ8

Za1—+/0V%5EZES ADPKD OERBRZSEICHRESINDN?

Za—F/ OVRNEEIE ADPKD OERBEIARICEN THH MDD Y, A

BRICERT B EZ#ETS.

ADPKD W, BRBREFUIELIIRETIERLAMET, #ALLBRERURTZED
H%. BRBEOEREE L TEIXBIDVBENBROMET, BHTEHIILEERELZ. 75
LEEREZLAN-L, ERETEREBERFL= 1—F/ O RNERIE, BREZEDRER
ICHRIND. LHL, KEOBEMEICKHTSREGD L, BREPEDRRELT, —1—F/
A2 RNER MR ELLBIRES LAHRIZRONTWS. £, ABEALETY/ OVEEDEML

TWBZEICBEINETHS.

ADPKD 125\, ZEJEGHE L LITLITFAET
LEEREIETH D, FEHIZ 30~50% D ADPKD
DL 2 #EER LY, ADPKD 4D ABEd 9
5 11%% 55 L OWENH HY. M TH L5
AN TOREGD 20, G LR EZHY RS &
BHob, ZNWZ, PHEERIIIFERICEETH S,

b ¢
Vi

1. 455
PNBIEGZ, MATHED 5 CI3IRER D> S DT
ALBEEZLN, BEREE L TIRED D HEN
HEROME T, 2T 77 aBUREIZ . &
&2 B HFESHERR, WERE % &7 T A IEERE A D
%9 WY RS ERE R AT ) 720 IR R O
WPEETH L. 77 LBHREEZIL IN—L

BEEVE CRNGEB MR 7% = 2 — F / 1 ¥ R YPURH
&, BRBAGEOHRICHER SN L. L, EBR
DERERUZ RIS 2 MG 13D 7% <, BREIEDR
BE LT, —a—% /0 RPUMEE s hH % ik

FHL72T v & 2L IEGR BRI S 25 7% .
2. KBMHENERELESHNEREDGERE
R R YAE % A A ADPKD (15 61) 12k L C,
KEWMHEE (T E ) v+ 737y ay Fhk
PiR3) THRELZTo2E 25, 1HITL2NEE
¥, RAEMMEE( 0947 223V +ST A
F)NDOEHET83%HHEML Y. B2 5 L7
WHRLT I/ 7)) 3y FRIHIEL, KEEPIRESE
THEN~OEZBEDE S, ERNEWIRED 5
W2 < 7 B W72 O ZERLEGHE G CRIR DR H 1
RnEEZ 5N,
3. KBEMNERELESYHNEROERFEB
—75, BREMEPURSED BT 2 RN~ O & & A
HiE XN Twb. 10610 ADPKD TERMEDOILE
BB ANE L2 2 A, KEMIHETHLT ~
)y, 2748 Fv 6, 73790y Rk
FRBE DSR2 o 728, BRISEIIRSED 7 1) v ¥~
4y, Ara=Fy—)v, STEHNE, i
FEDBEIFTh -7 2 v ¥y~4 v OB
WEIZRIFT, FUIRA YV IIRRTH o727,
ST &#l % #5872 8 fld> ADPKD, 85 flil ) E 5
fail AT ClE, ST GHIOEIRENEIFTh -



V. ADPKD : ;&%

728 vravaxty v R 2T THORE
DT A H IR S N BFEME T, ¥ 70
TOERG Y VBENBITFTH - 72V FERIZOW
TOWMRIEL %L, v ra7axdy vidFERO
EBRENBIFCTCHLIOICKLT, 70854722
I VI BB BIFTIE 27210 2o ol
BHEDOERH~DEBBLEDOWIED S L 1F, BRI
FEREEPREE TV LRWEZTTITDONL b DO TH
5.
4. Za1—F/ OV NEEDGERE
Za—% /0y RMHEOEBEO RN IEYE G
BT 28GR BREIRICH 2D 130 08K
HCHEBE 2T TV BER RGO 16125, 70
TOXFH T NIAEE LA THEAMTHEL
721 B BRAEEIC & B BEAIEGHERE D, LR
JuxHh e rEvy vEERGEN, BN
F=V TR L. LRT7aX Y o
WREIZT Y EV ) Y X ) L RIFTH - 721Y. 3341
(41 =¥V — F) OENEGHEOHE TIE, WIHRGHE
X, B77 5 LRPHERATIE3B%TH L0
Za—F 0  RPWHEEHTIZ66%TH D,
Za—FuYRPHEDIT) D, WPEERESRE
FCdo7-?.
5. BLEABEDERR
EYETGHL, M 2 OFEBIR MR & B LT
DEWVWHA SN, —HIZITWV 2 R VWHEES 2 5.
F R PEORRBE O 22— F /0 v RPUHE
THEAE EEEHRONDL T EDH Y, W12 FEN &
FEDTRIBRIKEWD 527 % L RHEETLEM %
BELAONE. LT, —a—%/0r R
WM LR A% < A SN LML RN =2 —F
O 2 RPURSEM PR AT S 7z B Tl B
YIETHH->CTH, —a—F /0y RIFEEDSOHT
WL BIRTDIEIIODPHE L VEEZONL. EB
WOAENZBWTIE, KBHICF 7 0 YLz % »
EHEINTV S, JIOREENEIETH S ST &
b KBH LD 7T ABERICH L TERTH
D, EPEE L TEETRETH 5.

TN EAGE DERIL, 13 1) (E0 D EYLE & [k
ZHTREZ BR Y R 2 L, R O SEHRZ
RRARD L DPEETHDL. TOHI2IE, P

BEHICA RS 2 vy MU Lok End %
119, WP TO 2581208, JREEEREZ1T) .
PRSP RN Ge T, Ll HIITNZER
L=Vt frv, BREozmEs ). &Nl
WAL 726, ZAUI0 Ui 3 28RS 5 X
ETHhb. LaL, bLAKAEENEHELERT 25
B2, BREANOBREPARTH L L2157
IZERBL, GHERRTEZHET 2LEDND
5. E7o, HBOBRREEZ RG-S 5 LHRMR
DT &) iGN D 5V, BHIRGSE IR BT
W OGN L TESRIE 2 Vs, il IRk
T 4EMIIMGES 2 & SNTWD.

@ SRR

HkE, PubMed (% — 7 — K : polycystic kidney,
cyst infection, infected cyst) C, 201247 H ¥ T®
HIMTHMRLZZbDER=2E L, SEOLETIE
L, 2015 4F 7 H £ COMIM = HAMEFRH B LU
Y —FICTHRE L. RBEERO 22D, K
CQ IZBHES 2 FEGIX Gt oE 3 14, SEGI4EME 5 1,
FEFIRE 315, =74 MU TV LR BRI 7

@ SE(CLIETREFR

a. Elzinga LW, et al. Miscellaneous renal and systemic compli-
cations of autosomal dominant polycystic kidney disease
including infection. In : Watson ML, Torres VE (eds). Poly-
cystic Kidney Disease. Oxford Medical Publications, 1996 ;
483-99.

b, EAGEA BENIE G R — XA T v A AREHR
20134E 1 H~3 A WHpIER, BEREGER S — A 7 A
A, pls

c. Chapman AB, et al. Urinary tract infection in autosomal
dominant polycystic kidney disease. UpToDate, updated : 8
26, 2013.

@ 5|

Alam A, et al. Clin J] Am Soc Nephrol 2009 ; 4 @ 1154-5.
Sallée M, et al. Clin J] Am Soc Nephrol 2009 ; 4 : 1183-9.
Suwabe T, et al. Nephron Clin Pract 2009 ; 112 : 157-63.
Schwab SJ, et al. Am ] Med 1987 ; 82 : 714-18.

Muther RS, et al. Kidney Int 1981 ; 20 : 519-22.

Bennet WM, et al. Am ] Kidney Dis 1985 ; 6 @ 400-4.
Schwab SJ, et al. Am J Kidney Dis 1983 ; 3 : 63-6.
Elzinga LW, et al. Kidney Int 1987 ; 32 : 884-8.

Elzinga LW, et al. Antimicrob Agents Chemother 1988 :
32 1 844-7.

Telenti A, et al. Mayo Clin Proc 1990 ; 65 : 933-42.
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11. Rossi SJ, et al. Ann Pharmacother 1993 ; 27 : 38-9.

12. Hiyama L, et al. Am ] Kidney Dis 2006 ; 47 : E9-13.

CQ 9 #aMBlamgiicHUCTRUF—IR#EEITNZIHN?

#2587 L— R 2D
LTENTHAARESEDH Y,

NL =232 RN ERR S I XS FRFERICIENEOHA T RAREICT
NLF—2%T5 %IRRT S.

NMEREORFRIRESIC L HRFOSRICENEOHAMRIBRICH LT, FLF—2IC&BEER
DPRETHY, HICS5cm U EOERBEZEDBRERICKH L TE, KURHONLF—IDRESH

.

ADPKD (2B % #fukge1E, FRHL72D 1% D
B ITHIE L, ADPKD BEDABET 2 KK 10%
2EDLEOHRELH LY. BEIETH D BN Y:
3L, PR CERERER =2 —F /0y
RPN, PSRRI O S — IR & L CHELE
ENDDS, PUREEIC L 268 IO RN %G1
X, FLF =Dk BEENLEE LD,

b ¢
Vi

1. 455
TR IE F L+ — VI X 20D TH
NTE BEWETA FTICTHBYLEITHTT
ELFHTHY, HIEHIIR LTk, BRI EAT
IFNCE T FLF—ImiEie A, BEoHRELE
idR&ETHhHDH, T/, BHRREHDSem Ll EORKG
PTG 2 EADH ), RO FLF—2
BEOEEAIREST 5. BEEROFTIX, BEK
LCTA¥ vy, MRITIZ#L <, PETAFx D
ERAPSIRESNL DS, REEHNCTH 5.

2. RLF—=IJDOEIMES JURLMN

RER B PTRE H 512 & 2 1R IRPTE o MR

FERL R GE LR L, Bl b ) B L
F= VI L B EBEERDFANEL pOMESINTE
D29 EO BRI LD FLF— V%
BLBLHREINTWEY, FLF—IEHT
&, FEB L OER L COBRIEROUE, FRE
DHENDFRD B, B L F— T 6 OMBEEEEDS
eI R LS — VIENTREE 2 57,
Akinci 5 O#ETIZ, 3 A ADPKD & D 420D
e BT BT 16 O KA TN L, ST REE B
L OREEIRT 512 L 2 8EE T ICC, ®EETA T
WZZEH 24T\, 4 em Lo B % b O8I0t L
TIE, SOICHERHZEIICEA L2250 X B
AT =T VEFALT LS =TI ZifT LT
5. 3~8cm OFfIFEE b OGN T S L
F— VAL L OEERDIEIL 100% TH Y, A5
FEDFAEIL 0% THo72%. F72, HGTRISKE 4
WEE L, BETERUILELINDEZ LD
SNRIEVEFER R R L, BEEIRAOTTR SRS
FLF—=21Mz, FLF—=2 % LHRED R
A5 %47 - 726 b s S Tw b9,
3. RLF—=IDEILESE

SEEARIIC = 2 — % ) 0 APH A 1~2
5 LT RBEDIHR STV LA, EEIEN N &
HWL FLF—Yo@EEELLNEY. ThET



V. ADPKD : ;&%

FRERIICHNIE D 5 em 8 2 AP EIC X
HAREIE R IR L Z 2 5T & 7Y, Sallée
512 & % 3890 %0 ADPKD & & xR & L 72—
FIZ X B BRITHBIZE TR, 33 %O BREDE 41 [
DPRVEG A FIEL TB Y, 209 LEF8HI (B #hu
J&Ge 56, &g 3B DY — FIZB W,
PRSI X B EBICIPETH Y, FLr—T b L
LB, R o#In & 2572 HS
MR T = FIIRENT WA WA, Sem 28R HEEN
B b OB ORGTIE, PURHIEIC X 2 IREHEE
ZIFTIEEMSET, FHORNL =V RETH S
EHELTWwaY, F72, Suwabe b OH—HiFIC &
5 HRITHEIIZE TIE, kg T AR L7z ADPKD
BB 3104, FF657 Moy —FRizBWwT, 1~2
BRI 72 B PR REE I IRPUME TR B D e 72
B GEE 201 4, FF3l4 Moy — FiZ
L RLF =PI BGEEPTThILTWw S, R
BHNC LT =D %47 Fli e LT, BRE % FE
TELUEEME &2, EMTFHREELSELIER
Thb, BEOENIZ 75 EGR B HORRE 2
L DWREGAN RS D L FCREND L &
L CTWh, ZOERICBWT, BEBLZF 28
W2 I RERLHE 2 SRR S M O DR, %
JIE 74 O ML EE 28 TR S MR & —F L v &
WESNTBY, IFICEEZERRECIETIC
FEREGDVE LT 2 IR RIE S, BERE
W

4. BREAIDEZHA

B h X7 L7 OBINIL, Sl 5
DOMIB ARG VEDTEEZ W & 7 5205, T O
20~30% LR L TE L IE WY £72) Sallee 50
WETIE, BEWE CTA¥ vy, BXUMRI T
RBENERETE Lo 72EEIZFNZEN 94%,

82%, BLU60%THY, TNoDOEFZW Tldk
Y 2B oORERRETH LY. hpoTIEH)
LY T T T T 4 PRGN ofL, FEICEH S
NTWVp®, JHETREEEBORIICEIT S
PET A% ¥ > OHFHAUSHE S THB Y, Stk
MR ASESS 2T 10 7 CTdh A FDG 2 HL) At 2
E TR SR SN S, ERA D FEEC
PET A ¥ ¥ VIZTHEMEEZRED LD, CT A¥x v VR
T CTHEIHTRETH 5.

@ iRz

CHkIE PubMed (3F — 7 — ¥ : polycystic kidney,
drainage) T20124E 7 HEF TOHMTHMEL72d D
EN—AL L, SROYUETICEL, 2015447 HE T
DM % HAMERHSB LU Y Ry —FI2THREK
L7

@ SE(CLIRER
a. Torres VE. Polycystic kidney disease autosomal-dominant
and recessive forms. In : Massry SG, Glassock R](eds).
Textbook of nephrology, 4" ed, Lippincott Williams &
Wilkins, 2001 ; 896-904.

@ 5| A3

Sallée M, et al. Clin ] Am Soc Nephrol 2009 ; 4 : 1183-9.

FEPERG, B, WARACEE 1987 ;33 1 765-70.

Chapman AB, et al. Am J Kidney Dis 1990 ; 16 : 252-5.

Palou J, et al. Nephrol Dial Transplant 1998 ; 13 : 1606-8.

Akinci D, et al. Cardiovasc Intervent Radiol 2008 ; 31 :

926-30.

6. Kim H, et al. ] Korean Med Sci 2013 ; 28 : 955-8.

7. Suwabe T, et al. Eur J Clin Microbiol Infect Dis 2015 ; 34 :
1369-79.

8. Waters WB, et al. ] Urol 1979 ; 122 : 383-5.

9. Bleeker-Rovers CP, et al. Am J Kidney Dis 2003 ; 41 :

E18-21.
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3) Ef3B /MR

CQ 10 rSxFHLEHZ ADPKD OEEBMMICHUTHEINZH?

NS 25 LABIZRTEHAR CHESRD SNEVVEAICIE, FOFERAEIERT 3.

Ehetimid ADPKD OIEIRE L TR ASN, ZDREALE LTIEIME, BiEA, BE BREREDD
FENBD, WICFRADOAVWENERDSNS. BEHNOZ IZBRERDHDVIEINY R ERERICT
HETS. LHLEDSEMAETLEONPUEELRDHEICIIBEDRERBECHBIFN E2ZRL

BRIFNIEHE SR,

ADPKD OZERHIMICKH Y D b xFH ABERDRE KD L0,

DT RFHLRIS—MRAICIEMEE L TEAOHOBERBICAVSN TS,

LDLEDS, WThOBREICE

WTHERAMOEREMICK LTI RXF Y LABERHRD 2 WV IIEORET DI ETRPNICIEME
., BItERIEARDo/lz&dhTWVS. LlEKY, ADPKD OEREMICEWNT b T RFY ABRITRTFHY

BEROMRDPBRVGRICIE, TOERAZRETS.

FEfa ik ADPKD OGBHED 1 D& LTLFR
HHEND. ELMOZ CIEHRGED 5\ IEXy
FEZEHCCUET L ENTWE, 22Tk
A AR A PR IR U CHESE S 2 & RS
5.

b ¢
Vi

1. 455
ADPKD O IMIZxt LCTo b7 A F 4 AFRfE
Hid 3w Lo L2 RENGEORI RS
HWHEAICIE, FOMHERETS.
2. ADPKD [C 8T ERIHI

Ff i id ADPKD OJERE L TE <A BN,
60% D F1cA7: < & 1 ML EORIRMIMIR % £k
ThrEENBY. ZOBEREE LTIRIME BEAO
JERS, e EDHITEN LD, FFRIZFER O RV
MbAHEND. EHMZLEY KITEETIE, W
DRIEBEEARE L, BREREOETIE N &

ERTwaY. F72, BT EOIERD 720
WCAFOE T S8 5. THHImo% < xEKG
W DHWIENy FELZFHICTHET S, L2 LD
S AIMATEST LB AL & 7 % A2 1L B Bk 2E
LSRR TM 2 ER L 27 1UX 7% 6 %\,
3. ADPKD [Exd % b S RFY LEEGE

NI A XY ABRIE— A s T4 o
MPAEREICHWS N TWA, ADPKD OFERH I
xt3 5 b T A X AR OME LD R
Peces 513, 2009~2011 4 F TIZIRAFRIMIIE R 55 VI
W OHIFE 72 & T L 2 WEEETEOFEN H I %)
L b7 AFH ABROBE %2175 72 8 BllZ DV Tk
LTw32. 3BIHHIRIES., 5 BIASELIH%E ST
WA, WENLEH TIRIMENTEY, ik
HERC BRI T 72 CORWEHIZRRO T v, 20
EA, MBS S B 2150 wIE S ORI
20 mg/kg ® ~ T A F 4 AEEEIRE G- CIlRIL S 7z
FEGY, M A LTS L, I & #C T IR
RRIETAHZEDRNARNUETH 7225, P T AFH L
2 11 mg/kg OFEIH G2 THER 22 IR & N7z 5E
BV OWEDHHDATH D, TN LEIEIE %



V. ADPKD : ;&%

Mozl LTWwWAh,

DLk XY, ADPKD Oo#FfgimicB\vT k7 ¥
H AR IR IGIHR ORER DS W EITITERE L T
LAY

b7 A FH ABIERERRIE SIS L D BRSNS 72
B, BT LW AEEICIIHERESLET
5. CCr 10~50 mL/4 Tl 250 mg 45 1~2, CCr
<10 mL/%> /173 m? Ti% 150 mg 4 1~2 THHIR¥%
542, #O4% 543 CCr<50 mL/45 /1.73 m? Tl
250~500 mg 53 1~2, @& EE TIEEMFZIZ 250~
500 mg %59 %.

@ kR
SCHkE PubMed (3 — 7 — ¥ : polycystic kidney,

4) Blis=

tranexamic acid, bleeding, hematuria, renal hem-
orrhage) T20124E7H F COMMTHMERL/-d D%
N—2ZE L, SHEOWETIZEEL, 201547 HEToOM
Mx HARNEHEB L ONY R —FIZTHRE L.

@ =E(C L= xi&Es
a FARREES. CKDBAAA 12012, K05 - OB,
2012

@ 51N

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. J Int Nephrol 2011 ; 203579.

CQ 11 ¥ATO4 REHNIES (NSAIDs) [& ADPKD OEIRREICH U THESNBH?

FERTI )T IV THRITHSLRBAICIENSAIDs DERERRT 3. 72720,
BHEEICN T D ENH DD, T TICEBHBENET L TODEFICIZER LA

ADPKD BEDEBRRBICXTHENERDE—BRERZ 7 NFI/ 71 THAD, 77/
7IVDATE TR EHREFONBVGEEEHY, ZORRICIZ NSAIDs OER%Z1RET 5. NSAIDs
(&, FIRTIE CKD ICX T B REMIFIL TN TRV, ADPKD OFRIRETICEAE T BHDICH L TIE
IETYVADEL, PR EOBHEETZZ/ZL TVWSEFEICK L TIE NSAIDs DERISHEZ HNE

THb.

ADPKD £ 60% LA b AL % /54 512, &
T B LB UMD S 1), S R %
W, PR FRBMSICIVELLZ NS
$, BRI BIENLE L 7 55, — 181K
X 4~6 L Efe A TR L, BliotghniE iz

P B, RO ME R X BEEEE, BT
SR L, BEO QOL A& (ALY, eIk
TAHEY BB E LT, FAT T A PUEPIRESE
(NSAIDs) DFEHIAHERE SN2 2 AT S 5.
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ADPKD D@ MH&RE 20T AiEH E LT, &KFEW
LT Ta—FHEHTH A7, JEFH ADPKD (2
X BBV LW SN GA, T IATERE
EOIERYEHFREAA L. KFa Y P = VHhAT
BhYE, WHO OFET ¥ —I12ED %, EWIHE
RWET Y. EBIREEIT NI 720 %
RS 2 5%, RRVA T 723561215 NSAIDs Ofif
M %I%ET 557, NSAIDs I21Z7 A¥Y », COX
AR/ IEEIRE NSAIDs 256 4. Fored 5D 7 A
) e7E 737 72 YARICBIT A 1EHEAR
EHETORELBIE LRI BWT, ML L E
B L 72, A Ic B RERED ) A
73R LY. COX SR/ JEEIE NSAIDs 13
TAEN NHARERERESEETH L L) it
EbHHH, TAEY VAR LEOHE D H B0
WO NSAIDs 1I2BWTh, BREEIMET LCTw»
HEEIK L TOHBNZEIHHTE L L)
HLH LD, BRREEEET EHET L L) s
A5\ FR-Gld CKD 125t L ¢ NSAIDs O ffi
T B EEEZ O e S 5 L Z 2, EIICMHH
THIELITHTERETHY, BERELZE=Y—L
LA ST 5 LENH 5. NSAIDs T b IEHH
PO VTELRWVEEIE, I F-ILOMH
%, FBIMMGEZEZET 570°, WML SNTER
FEE 10

@ IR

#3213 PubMed (¥ — 7 — ¥ ; autosomal dominant
polycystic kidney disease, kidney pain) T, 2012 4
THETCOMMTHRELZDDER=ZAL L, 40
DOYETIZEEL, 2015 4 7 H £ TOHIM & H AR
KBLUONY P —FIZTHREL.

@ SE[CLIcTRER
a HABEE TUF Y A8 CKD BHFA KT 4 ¥
2013, HUH : HRESAAL, 2013

@ 5| A3

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(5) : 1631-44.

Eloi SR, et al. ] Bras Nefrol 2010 : 32(4) : 386-99.

Bajwa ZH, et al. Kidney Int 2001 : 60(5) : 1631-44.
Casteleijn NF, et al ; DIPAK Consortium. A stepwise
approach for effective management of chronic pain in auto-
somal-dominant polycystic kidney disease. Nephrol Dial
Transplant 2014 ; Suppl 4 : iv142-53.

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

8. Santoro D, et al. Clin Nephrol 2013 ; 79(Suppl 1) : S2-11.

9. Fored CM, et al. N Engl J Med 2001 ; 345 : 1801-8.

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

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

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

13. Wu J, et al. Clin J] Am Soc Nephrol 2015 ; 6 ; 10(3) : 435-42.
14. McLaughlin JK, et al. Kidney Int 1998 ; 54 : 679-686.

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

16. Hogan MC, et al. Adv Chronic Kidney Dis 2010: 17(3) : el-
el6
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5) Rigfat

CQ 12 =mE%ld ADPKD DRIBHERTFHDI=HICHEEINBH?

REBEADOTHHRERST LEMRIZARVNED, HIETXZERTHOZYEEIE

20N,

LD LRV AEEE IC KD REEFEE DBETIHAICE U/LEMREOREZRET D.

ADPKD ICH (I B REBIEADEHIE, BtE21%, ®E13%NEVDhTWS. RERRICEALT, #
HZEHLRAERE, KBHEESEESEL TS, BERDE L TRREBR/RAEDEIEHEL, RBREL
LTEY1IVBRENZVNEENTIVS. ADPKD TORBIEADFEIRERE LIEMREIE RN
o, HETEZZBRTHOEYMREILZVSD, —RIBKHHEZICLDRBEAOBRTFHEDOERE

RETS.

HHE O ADPKD B4 EH DK 21%, KHEEHEO
#913% I RERFS L O AP 2 R0 5Y . ADPKD T
PRI A FE A IIRH A A IR AR AT 2 ) 9
Wil REEENESLTnEEEZE26NTWY
5. IhzxliE 2 ADPKD ORE A FRIZE LT
HEIE SN2 BYFRED D B E AT 5.

b ¢
Vi

1. 455

ADPKD (2B} 5 B A OB FIX, BEBCE
BROKESPREVIEEL 2D, JREREHE
HLTwatErzo2Y, SFSIRBIEESL
BT HERAIC LT, TNENFHETICHERE
ENDLEYREND L. NS DY) F B DORE
HDdH 5 ADPKD B&HICEMEG L, BE TR
RaxAIZEIE RV, L LERA 2 4 U 25
ERREIETHILED, INOOHEYFEFOIEARTH
5 Wb, REERAEHT S ADPKD B&FIZ L
TRBEEOFELIERE, TN ThoHEEIC
x5 PRI EMREOER T RET 5.

2. B

ADPKD (2589 5 LRSS A CLIIRBRAS 123
w®HEL, T 2TWA N T MEADS .
CHUT— D EEBIRIEEAE A D FEAME L R b,
ADPKD IZBWTIRBAE A DRI ENERE & L
T, R L XV TOT ¥ F = v Ak Ak
RERET A EPEREEZLNRTELY. L
LIRIEDOIZETIZ, ADPKD TIZEEMRIZA SIS
b, ADPKD OFfEABEICEEEIRA S v &
LIFEERTW WY, BT By LA
WO 7 v T HEE D AR L IR A EEO M
2 o 72

27 = BRIRSE S ADPKD OfE A RIS LT
WD EWbLTE A, REOWZECIIEATEICE
W7 TR ES DR v E V) TS IR s
(b,&vxw.

BREOOREERE LTRIBRHINLTVEE
VA U BRIEOHE I AT TE W EAVRENT
VB A R L IR CED R o 72 L O
HEhdH b,

INHEDEZT EWhorviy AEBEE
BWiNEEs IR, AT ABEH OGS,
ADPKD DJREEFE AT LIRS b
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B, IheEBICHRE LT newy. FoKks
VERIRIERERMEIR 120 L Tld 7 = U R A R 2
ENEMEEZOENDH, LKA OFETHE)
BEBERIICHRET L2 b 03, & Sk 5E
HAEWINS 5 2 & 05— % RS A5 TR
HuhTdh 595, ADPKD TO#AFEZETFEIZAHH
T ARTTETE D 72\,

@ SRR

kX PubMed (¥ —"7— F : ADPKD or autoso-
mal dominant polycystic kidney disease or polycys-
tic kidney, urolithiasis, urinary stone) T 201247 H

6) DRSS HIE (DRFRIEZZT)

FTOHMTHRELLZLDER—A L L, SHOL
STICBSL, 20154E 7 H ¥ CoM % HAXER S B
TNV K —F o THEL.

@ =E(C L= xiEs
L

@ 51N

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

2. Grampsas SA, et al. Am J Kidney Dis 2000 ; 36 : 53-7.

3. Nishiura JL, et al. Clin J] Am Soc Nephrol 2009 ; 4 : 838-44.
4. Tores VE, et al. Am ] Kidney Dis 1988 ; 11 : 318-25.

CQ 13 ADPKD [Cx 32 DERBEERIU—— 7 [3#EEINZH?

ADPKD T3 DEFIEE, I MR DRBEBEEDSEH L, PFELULED MR [FESHTE
ICRET 78, DRBERREICEDOVRBABRERAY ) —Z2 T OXREEHRTD.

ADPKD £2& DO DIEABEESE LT, EEHMEMRE (mitral valve prolapse : MVP), {S18RE#ERS
fiE (mitral valve regurgitation : MR) »—f&#9TH 5. HHE ADPKD BETIEMRPRHEZL 21%
ZHH3D. LHL ADPKD ICHITBFEEDBREICEET2HRETEDHTEZ L L, DEFBESREIC

KDERTFTEUEIDIRICDVTIZEASH TR,

3E ADPKD AEEEBEDREICE DL L, ATV -V JTHFELUED MR EZMENERICD
OWTREEEFE & X051 ZH<FMERICEDVERTHM, FEBRMICKY, EamFEEEDE
FENB. 20z, AHEOFV ADPKD ICEWTIE, DEBERIREICKDOMABRERAY ) —=

U DREEHETS.

ADPKD I2BWC, &ILE, CEABSEL I Lo
L ORI SR X — R TH D, A TR
YWEBTHEMETH LY. 72 CKDIT LB %
ALT, DIEROY A2 L b0, LEEENE

MRAE A BE OFFM &, OBRRE /L OIERERHI O 5 2
THHTH» 5.

LB B AR K B O IRAED A 7 1) — =
i, DMEEDSHEINTE LA ZRVWT, Bobh
RWEDERNH BV, AFETIZ, ADPKD ~0l
NEFEFERE A 7 ) — = > 7 & HESE S 5 iRt L7z,



V. ADPKD : ;&%

@ s

1. ¥&5m

ADPKD (2B ) 2 FIEED HRERERIZL 5 F
BUEEICHET A EEIZZ L. L, ADPKD T
VO A7 S TR SB35 <, RIS MR O A B4R 7S
vy, MR ORI, EAE A 2Ol B AT 1
VETHY, A7) == 7 THEED O MR &
LW S NHEBNIC OV CIREREEE ST, B L UGB &
e < FATHEIC 12 FE D W2 R, SRR IS X
D, EMTRUGESHTFING. Zokn, AHFE
D ADPKD 1I2B W T, DB SRR L 5
CEFEEA 7 ) — = F OER 2 ST 5
2. FEREE

B b B OB DT BEE X EIEA R ETH B
7S, WSO HEE? TIE, ADPKD BE D 12~26% 12
MVP %588, ZAUT—#ERIZ BT 2 fmE (0.6~
24%) % RE L BB, Folih, KERAE, A
DR U AP A O R A BE & 10~30% 123 L T w
L. bETIX, MVP OHEIZB S TR WA,
MR 2 b L WFRBETH V) 21% % 5O T W5,

L7 L ADPKD (281} 5 fIED HRE, L0
FHREOES, HHICET 23ELEIDbOTZL
V. — R MVP O FRRIGRIFE ST B,
PFRREBICL YV BB EEZONTVA.

MR O EJEFE (R 2)°0 L E G TFHIIME L Th
D, HEED EOWMTESY b oWE, ¥k A=
PHERE DI T (LVEF=50%) »°®% 5 & 121%, 54E
DN DIETE % & o 7208 1 N2k ZIEFEDT 49%
EE. T, WHED R, EREEOREE (40 mm
D®)D5d 275, BHERESEMTH D56, M
FERIZ 1%L & F 57,

S5 IR MR OB RSB 5 HRE %
AT DR TR E 5 5, AR
WS A AE AT 40 mm2PL BTt 36% Td % D2k}
L, 20 mm*KiT3%&, MROEEFICL ) K&
CHEBY,

HOHEO [TEEREROZW & IG#RICET 274 K
TA I BEREOIEEDERICE T 504 F T A
> (2012 4EELETH) | Tld, MR d5Ebh b EE D%
Wr, FREREREAM, (OARREREAN, AT BYRESEAN RN

K2 (BEFEROEEETE

BE hEE =E
TE MR A
EEERY 1+ 2+ 3~4+
L — KNo%8
H5—pros | <4 cm?& /= EREED
Sty NEE S EEFRD 40%L1 E

R 20%ksHE

Vena con- <0.3cm 0.3~ =0.7 cm
tracta width 0.69 cm
TEZFHlA
WRE <30 mL 30~59 =60 mL
(/beat) mL
R <30% 30~49% =50%
B HRAD| <02cm? |02~ =0.4 cm?
miE 0.39 cm?
FDMDOESH
EBEUAX VN
EEYAX VN
(BRI DZM EBRICE TS HA N4 —FRER

DIEEWBRICET DI KT+ > (2012 FHETM) £
VEnEr) Sk 5, 6) K WEIMA)

B OB 5 A AT 0 8 ) % 3298 (class 1 - A/ - H5Y
THEEEIZDONTAWSNTVED, BB LA
JEDI S —3 L T3) LTnwb?,

ADPKD #£MI12B W T, W& (grade 2) L E®D
MR#*# 275 EE2bN58E41 BETaho
18%, WHET85% L EN TV, ZOEIEIL,
BHICTRFENB L OFRERR L DAZICSL
W (p<005) Z EATRENTW A, KHETIEEE
RO Loz F R, ST, BRSO
AT UC, MEEIE L 22 @ARRO 51
729, ZoMERKRE, ADPKD £HT, #EEE
FEFEIZE R L 72 130 T e v,

$72, ADPKD TII /Ui LIz, TEB k)
RfFaE, TTEIRIE 2 & OME D D 2 HMERMHE & & 2
g)ﬂélo,ll)'

DX Y, ADPKD O-UMEREE M 12 & 5 Ol
FBIEA 27 ) —= Y ZIIHERATH Y, SRR
o MR GHFITIE, FHIZERLB X OZo%0#Y)
7 5P & I & D R Ay P IRUGESIIRF CE 5 L
Abhb.
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3. iDvEEE

ADPKD # &8 72 CKD TlE, 0TIt T
EIEB X OREEROEEL 724, ZokHk
MATENRES & OIS, WMERTIC & 20L& R~D
FOEECLEEEE) 12, BN GEIEEL LR X 72
T LlE~NOEAES, AEAMICL DA TS LVH
&, DIMEABHEIC & 2 FHROM L) 27 ER
TdH5HH?, ADPKD BEFHIZHBWVTH LVMI OB
BETHREMET LY. £ BLEEZET2
ADPKD H# D 48% |2 LVH 28 5. —J5, T4
Mo7+ru0—7v 7O#%, ACE HERZ &%
JEEEICTCLVMIS®E T A5 2 &R ST w
Y PEEY, RERERZ ) —= Y S b b
3, DB E R L A AEEENED, BN
e, OEEBORE, Brat Pl E5EF
MEHD12E:EZ N5,

@ EMEZR

HiklX, PubMed (& —"7— F : ADPKD or auto-
somal dominant polycystic kidney disease or poly-
cystic kidney, heart valve disease valvular heart
disease, screening, echocardiogra or echocardio-
gram) C 201247 HF COMBTHREL-D D%

N—=2 L L, SROWETIZEL, 200647 HFTo
I A2 HARKERESB LU Y P —FI2THRZEL
7z,

@ SE(C L rER
a. TEERAHROBW L IGRICET 244 FF 4 (2011 4EEEATH
WAL ). R B OIEEIERICET 204 Ko 4 >~
(2012 4FEZETHR)

@ 51N

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.

8. Enriquez-Sarano M, et al. N Engl ] Med 2005 ; 352 : 875-83.
9. Lumiaho A, et al. Am ] Kidney Dis 2001 ; 38 : 1208-16.

10. Adeola T, et al. J] Natl Med Assoc 2001 ; 93 : 282-7.

11. Hadimeri H, et al. ] Am Soc Nephrol 1998 ; 9 : 837-41.

12. Koren MJ, et al. Ann Intern Med 1991 ; 114 : 345-52.

13. Gabow PA, et al. Kidney Int 1992 ; 41 : 1311-9.

14. Chapman AB. ] Am Soc Nephrol 1997 ; 8 : 1292-7.

15. Ecder T, et al. Nephrol Dial Transplant 1999 ; 14 : 1113-6.
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7) BHEICXT T D45 G

CQ 14

EAUSHEMERRBICXTSEBEBMEIRETAS, BEERE]\Z
BrE LIS aBEE UTHRSINDD?

A L2 R MEBREICHMT 2BHREREEIE, BERENOEDICENTHY,

TORMEERET D.

ADPKD BEICHEWVT, MisE EHICHAINBEADPBEEICRY, BHBHEI B RIBEDIFEY
3. ZOEOBRBETEEENTHICEBIGCRY, REREFRTLEREIBILTS. LHL, &
NETICZDERICIEALAEBICKHT 2ABEISHEL L TLVRL. ADPKD BEDEXEICXT 2B
IRZE4eHE A (transarterial embolization : & TAE) &, $ETODEIAINTEFIRS, EGIERICT
XY, ERVEOBEIIREICKVELRS. LHAL, IXNTORETE TAE LKW BRE BN LE
ZEPBESINTHY, TEFTVRAIFZ LV, B TAE X, ADPKD BEDBAREBNIENTHS

EZABN, CORBEERET .

ADPKD BEIZBWTIE, WHEOEHICLHOTE
FaATHELL, Ik e & QICBERLBEE ISR, B
I REIR DS < 7 DIEBIS A SNDE. EFEDT45
WCHENR Y, EEIEEN L T2 25U IR
B2, AVWHEHPHIOLIICRD., LaL, IhE
TIZZ OFEHITHER L 72 B R 3 2 i L
T, SLEHBRERRAN 1L, AR & oA DS
BEGERN% L, Bt EHREE 2D, H
2o Z e B D, [B TAE A, ADPKD EE DEK
AT/ O 72D S N D A 12DV THRGET L
7z.

1. #&m

INF TOHREILTNT, FEFHRE, FEHIERIC
XS, ERWHOMBEIZREICL YRR LD, §
RTOFHEICTE TAE IC L ) BEEISSH/NL 2

ERFRESINTEBY, ZTETF AT Z LA, &
TAE X, ADPKD BH OEHFEM/NMNANTH 5 &
EAbN, TOFEMTZRET L. LirL, B TAE
2B L Cak— MFSELL L oW FEET, B
TAE & By, Tlg FL > —3 - FBEN 2 LDl
M OEFE & REET L 2 34 T TICHFEE L
oo F 72, BTAEK KD A PRIUEINL D
IZ2oWThH, oSN TWwiw, B TAE O
BEAEIZDWTIE, MTE RO W 5, S5
AHE SN TV D,
2. BEDIRES

1980 4F, Harley & i, #EAPER WM CTHEEAAE
FICHEAT L, HELEIMDODH 5 2B ENHO
ADPKD #H &2k LT, Gianturco-Wallace = 1 v
FHOWTEBRORE TAE 2170728 25, &R
20x34cmA°10x18 cm F T/ L, BERBIND
BED, B TAE 15 7 H21iE, BEEZSEA L, £
B2 SRS, BB L7 ERIEDNE &
L7z #is L7zY.

1999 4¢, ¥ [ > Hahn 51, ERZEAE TRV
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JEds, BEGG A IR A CToRBEL 72 65 %, BB
ADPKD &2, polyvinyl alcohol &~ A 7 a4
WV CHEIRWIZE TAE 2 T L72 & 25, BEMED
fN L, MR IR b S L e b s L 22

1999 4, Ubara &%, JE#E W, SAIROHZE
% 64 Y TEN O ADPKD B 126 LT, A
TYLVAIANEHNTE TAE 2 E1TL, 14 7 H
®icix, AEEM 19%x16%36 cm A 16x 11 X29 cm
12, AR 20x16%36 cm A% 14X 7% 30 cm (2
/N, JEBHIZ 1005 cm 2 5 83 cm IZ#fi/N, B IR0 se 28
RELUEL, BEREHIAONIY, EELS
BHAEIZA BN ho 72 L L72Y. & 512 Ubara
Bid, 2002 4%, 64 BIOFEGEIEKE = F 5 2 &N
» ADPKD B 126 LT TAE #4T-7:&£ 25,
BRI 1 SE TS 534 £11.6% F TR/, BERHIZ 1
¢, —118+43 cm fi/ly, Ht 294+6.0%7%% 362+
5.3% (20, IR D U L2z L Wt LY.
Ubara 5 O TlE, # L\ flank pain 23T E 7% &
DEEBEEBICASN, 5 kS, 50 floEET
&, RSB CRERAVREE DSV S s BT
5 38307CHA LN, FIY82+43 Hiw\ 7z,

2008 4F Sakuhara 5%, ¥4 7 0324 VIZTH
TAE % 2\ BEA— /N L7255, FREA L7 53 /%
O FENTH O ADPKD B 2R LT, KT S
J—=NVEHWTETAE# L2 5, 12 HTE
BRI 2681 cm®—1234 cm®E 46% F T/INE L
D, GEEMI 1261 cm® =719 cm® & 57% F T/ E
{polz b i L7259,

2010 4E#[E O Rim 5 1%, ERKEZH LRIV
T L7265 B TEN O ADPKD B#E I LT,
kLY ) —VIZTHETAE# L2 25, G%E
12 18 7 H T 3309 cm®—1,113 cm®& 33.6% % T
AN, EBEMIE6 7 A T3173 cm®—1,203 cm® &

379% F T/, ERESEND LR Y, &Ik
R IR L7 L L 7Y,

2011 #, HA® Morishita 5%, N-butyl-2-cya-
noacrylate & ¥4 7 a2 A )L& HWT, 3BDOEN
BEICH LT, B TAE 217> 72, B%RIE TAE #i
Y35 3145 cm®78, 1 44212 1,716 cm®(54.6% ) |2
L, JEFHIZ 1 4E T 95 cm 28 76 em 125/, HE
FEIRIE, 5~6 71 H THBICYE L L L 727,

2011 4E HAR D Mukai 5 1%, 76 &Moo M BT
> ADPKD B#I2x LT, =%/ — VT8 TAE
EHfT L7z, B TAE BICKEREHEIX R <, 17
71 A CTHB ML 13%9.5%19 cm A7 8.5x85% 15
cm (462%), EEERIE 14x105%18 em(51.0%) 12
VNPV ARE: Sl Byl

@ SRR

kX, PubMed (F— 77— ¥ :polycystic kidney,
arterial embolization) C, 20124E7 H £ COHIM T
MELLZLDENR=2L L, SRIOWLETICEL,
20154 7H F T Z BARKEFMEB LN
P—FIZTHREL .

@ SE(ICULITREH
L

@ 51N

1. Harley JD, et al. AJR Am ] Roentgenol 1980 ; 134 : 818-20.
2. Hahn ST, et al. Cardiovasc Intervent Radiol 1999 ; 22 : 422-
4.

Ubara Y, et al. Am J Kidney Dis 1999 ; 34 : 926-31.

Ubara Y, et al. Am J Kidney Dis 2002 ; 39 : 571-9.
Sakuhara Y, et al. ] Vasc Interv Radiol 2008 ; 19 : 267-71.
Rim H, et al. Korean ] Radiol 2010 ; 11 : 574-8.

Morishita H, et al. J] Vasc Interv Radiol 2011 ; 22 : 1631-3.
Mukai T, et al. Acta Med Okayama 2011 ; 65 : 347-51.
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CQ15

BAUCZHIEHRRICXY T IHEIRERT AL, HEEREN
ZEfELICaBEELTHRSEINSD?

FEA U= 25T ERICH T 2 IFBIRERE L, FRBERNOEDICENTHY,

TOXRMEERET D.

ADPKD BEICHEW\T, MBEEHICZHDOIFRREZEY BFEADEZICRY, BBEHEIR L
BPREDPEFHETS. COLOBBETEHEESTAENELLARY, RBREFTR TEHIREHIELLT
5. LHPL, TNETICZOZERICEKR U RFICHT BaEEIFHEILL TULVRL. ADPKD BEDEKX
FFICX3 9 B AT EhARE %)% (transarterial embolization : ff TAE) D#REI1E2 4L, LHEH ENSER)
WEFILEFEETHS. LHL, IhHOHRETIE, TEFRIEZ LUV, BF TAE A ADPKD
DEXFEZHENT DNRDPHDENREEINTEY, TOEREZRET 3.

b 0o ¢

ADPKD BHIZBW T, LIELISHFIEIC b &%
ORRIHSHBLL, KEL DT Le0DHD. LHORT
TEfar A LEWLRIFERY 23 % 8%, ADPKD
BEORZ0%ICASNDE EHEIN TS, Ik &
EDITHEERFE IGHFERA B 2D, N
FERAGR 72 2 BEDRALNL . EHEFT5IENR
R, JEERIEEE L TR DTURIZ R e R,
LWENRHYOL)ICRL. LAL, IhFETIZS
DFEIFIRER L7 BFI2x 3 2 60 L v ze
v SRR IR LR, BENGRE A, TR BB Al
Rl & Th T &Y, T D L VEHIIA
LMoz THF TAE %%, ADPKD ##& OlE KT
BRI D 72O IHEIE SN L 2 12OV THRET L 72

1. ¥55m

ADPKD B# OfERHFISR 3 % iF TAE Ot %
B, Lad ENSERE F I SERER T
EF 232w, SRofk L )F TAE 28
ADPKD O AT % M/ 2858255 2 2 & HSRIE

ENTBY, TOEMERFET L. LarL, i TAE
B LT ak— MFgERLEORFZEIE 7% <, FEROY)
AT HEfL N L — 2 - FEM 7 & DI 0O WEE:
LT TAE % RBORE L7254 CICHEL R
W F72, FTAE LX) EmTRsdE I NG »
IZOWTHHLNIZEN TV,

2. BEDOHRS

ADPKD & DERIFIH 3 2 IF TAE O#iit i,
2004 4@ Ubara S5O T TH A, 56 D EN &
ZUF TV B ADPKD BE T, FEWRRERITZH
THLEEK LTI TAE 217728 25, fiifk,
BB EAMBERTA SN, —BEolliE ALP, »
GTP, GOT, GPT, LDH, CRP ® EH A AN
A, BELZAEHETIASNT, 2EKBIIE, TFER
I TAE B0 54% (2 % T L 72 & iy S nzb.
& 512 Ubara &1, 2007 4F12 30 Bl & THF TAE
DORFZMET L7z, MERICT X TOEZIEE D,
5 HEE ORI, 375~385C O5EA5 H R
JEA BNz, TAE 28 71 A1, JFEME X TAE
IO 788+176% % THA L, IFEERIZFEIX TAE #i
D 704+209% 2 F TWA L7z, #1C, FEERRK
121,205 =250 cm®%%, 1,406+ 277 cm®12#hn L 7z, 30
Bk 6 o BE L, FFEEREY:, JERE%, A4,

57
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AMEEIE, BEEIICC, I TAE % 19~48 1 H
TRE L7z 8 s he?.

2009 4E#EE o Park 513, polyvinyl alcohol par-
ticles A 270 a4 V& H\NT4H0EEIHF
TAE #17-7z. JF TAE 12 7 Ht4121%, 3BIDOFRE
T 22~102% 84, HFEREAEEIL 7.0~11.4% %
D, Wit 12 7 AT, EEATREL, HILAR, IR
AN RGYGE L, MiE AlbfE, IV AT u—)VED
i L7z, TAE EROEGHEL, FE, 15, i
i, MhE&, T, Mg AST, ALT OEREE b3
R0 72h, 8 HTIEHLL72Y.

2012 4E121d, WE® Wang 545, 12 51D BH 12
%t LT, N-butyl-2-cyanoacrylate (NBCA) & 3 — F
ALHIC L A TAE IO W T L7-. TAE 412
71 H T4 8,270+ 3,016 cm®A 6,120 * 2,680
em® 1A, IFFEI A RL, 7,120+ 3,070 cm®7s 4,530
+92600 cm®F THi/h, FFEEIX, 1,150%300 cm®)s
1,590 =450 e3840 L7z, 21 B 18 B TH E 12T
AAE, FEERARR M/ L72hs, 30ICIA = ki
MNEARSNT, ERDLEL 2oz, LaoL, I
TAE#% 14T, HEERDPEALL Tz BE WA

CQ 16

Mol MEHRICTXTOEZITREN S HEED
DEERIFEATS HHIAREEA S, 42.9% O B THEL
A SNz 1 AST, ALT, T-Bil O—@&¥: 57
WAL NZH, 7THHIZIZWRTO L XV T L
7Y,

@ SRR

kX, PubMed (% — 7 — ¥ :polycystic kidney,
arterial embolization) C, 20124E 7 H £ COMKT
MELZLDEN—RAL L, SHOWEETICEL,
20154E7 H £ CoOMM = HAKEH B IO F
P—FIZTHREL.

@ =Z(IC LI REHR
L

@ 51RANE

Ubara Y, et al. Am ] Kidney Dis 2004 ; 43 : 733-8.
Takei R, et al. Am ] Kidney Dis 2007 ; 49 : 744-52.
Park HC, et al. ] Korean Med Sci 2009 ; 24 : 57-61.
Wang MQ, et al. Abdom Imaging 2013 ; 38 : 465-73.

=W N

BEAULZHREHERICH T INEEE (FU -, F&Eil- 52
Uk, #iEil) IAFSRE\VZBNE LIEaBELTHERSINSH?

MABR DTS L TOARTARITHE LRV, IS Sk, 4o
BRICEK D ADL E TR EDERPBRIMEEICIE, FBALASREFBRORFAREEZMHE/L, FRP QOL

HWET HENICHBEREITO EEHRET S.

BALZRMEFRROBEE LT, NLF—Im (BRZFERIKS), REN, SIVIERM, BIEfs
TSNS, HFERPEXLTOFFRICEDZERENTHY, BREERE Gigot PR ICKDE
ROEEEICELE TAROBEREIRF T NETHD. HEROFERIK L TOAREERITHRL
‘O, RS BEREE, ABFIRICES ADLIETREDERDPRUVMEEICIE, BRLLSHESE
FEROFEREHRE/NL, ERP QOL Z2HET 2 BMICHBIIERETDO JE2HETS.
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I

Gigot 48
U RPEMIE 10 ERET, FROARISHBHWRE L THY, 2 KLU EOEEREEDHS. 10 cm LILEOKRE

BRDDHD.
CIN~RERIQBERDSFRICOEARICHBLTVDD, BROKRWVEEFEEN HEHEEZFL TS,
N~ RIOBRDPIFRICOCEAMICHT L, FRERFERBICPELDEFL TLRL.

|.|.=H

H

=

il
I

VRN S AT S B L IER L 72HFI2 & Y w1k
g (E, B2easnh, aYosEEErEr, &
SICHEAT T B LAREIHIBRIC X 5 ADLAKT, fili<-Os
B OEHEIZ X AP EEEZ A4 T, L < QOL &1k
TEELH, FER) A7 Ty 7y =L L CIIER,
Ak, WMEOEIR, T A Mar O REND 5.
JFEHE % fi /N 2 R DSIEIREANC D 2 23 % 28, A
FHGHE R TR A HEZ RO LG50 H ), 7ME
HITRIR DS 2 SRR & PR IO L CHESR S
MIRET 5.

prian

FLF— VM EROERED>5 cm OWEIC L
WIEIRE B, N L — U5 72 RN A BE
DA TIZI00%FEIHT Y. ERANIZTZY /) —),
I A TV, TNIHA L) YR EOFER T
AT HHALHRED T2 2 & THEZR21% &
B HMRBRI T W,

B AT I BB IE D e A Tldik b RES A 2

<, BIEPFERIIAFET 25HEICHICHEHTERD
RIBHET, 92% RO UEHE LB LY. Lol
BHE 24% \ZEERI DTS, 22% \IERDFIE % 78D
5P EAEREREETORBKIITOIL LI IS
o TETBY, BENEFEORENHFS N TN
2 34) )
ARSI E Gigot TS BRI & S sY. KiEz
FAEMEIE LI, MEED 5 86% DB | EIRLL
HERRODLY, 34%DFHHEL, F/251% 2K, I
K, Wi, B R EOEBERE L, LT 3%
L O NIRRT & ) WL ETH B,
FREREIEME— RGN TH 5. Lo L2 H S Afifk 30
HOETHRA 5%, it i PiAEDT 46% 12380 H 1
275, 5 AEAAEERDT 92% LMD FFEED 75% & Mk
LTRIFTH 55, SIRIEFIERIIFRE RN
LEMEETHY, WRHOBEEE L TRIOEAR
&, fRoREE, JEKEZEHL QOL 25 L CEEI N
LY, OB N2 56, FRAFIFIER AT 30% LA
TOBRERERHITTNBT,
LRSI A ¥4~ Tld, Gigot I %l
WAL TIE R L= d 5 IdR &M, TR
L CUEAFeIBsaly, MENZx L CTIIAFR AR % 85— 38R
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ELTHERTZE LTS,

PLE®D &9 1R ER I —EORMEEH 5 75,
EBHER RO B 720, HEMRORE, Elosm
REAMNEEOREL Loph LEHEL 725 2 TfF
)L EHERT L.

@ RN

7% X PubMed (¥ — 7 — I ; autosomal dominant
polycystic kidney disease, polycystic liver, liver
transplantation, aspiration, sclerotherapy, fenestra-
tion, hepatic resection) T, 201247 H £ TOH
THRRLIZDDENR-RE L, SHOUETICEL
20154E7 H £ oMM &2 HAMEREB L UNCF
P—FIZTHREL.

@ SE(ICUITREH

a.

SRV A T4~ EASERAT e S 4
(HER R BRI SE G2 [ 2 56 0F 0 9 B2k 3 2 i 7 A
F5 A4 & ERoN Y ZHEEE ] BE 2013 4R 3 H

@ 5|ANH

=W N

o1

Saini S, et al. AJR Am J Roentgenol 1983 ; 141(3) : 559-60.
Drenth JP, et al. Hepatology 2010 : 52(6) : 2223-30.

Garcea G, et al. ANZ J Surg 2016 ; 83(7-8) : E3-E20.
Russell RT, et al. World J Gastroenterol 2007 : 13(38) :
5052-9.

van Keimpema L, et al. Transpl Int 2011 : 24(12) : 1239-45.
Gevers TJ, et al. Nat Rev Gastroenterol Hepatol 2013 ; 10
(2) : 101-8.

Schnelldorfer T, et al. Ann Surg 2009 ; 250(1) : 112-8.
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1) SRS
CQ 17 EBEERIZ ADPKD [CHT2BRBELIDRIRED 1 DELTHEINZH?

VP RefgBiiae ADPKD SBEICx T 2 BEREFEDBIRED 1 DE LT, FOEHAR

R95.

€k ADPKD B 2BETIE, EXEBREBICTEESR(EMRDIRE) P+RICENBEND,
ADPKD BB ENDEERSERICOVTIEERE LEVWEWDZEANZ P D/, LHL, European
Renal Best Practice Guideline D#R&E4iET, BITEARFOBITEFRIRICHVT, ADPKD £&
ICHBFBERSITEINIC DOV TIFR LU TRRET DRNETHREVWEBREICHENSN TV, MRBNESE
EEESTERBEBDEMFREOLBRADITONTE D, MRAERDBRKREREATDEVNEDY, £5
SHRVDICDZBHBELERDHEINTULERL. ADPKD B&&ICHEWTH, EBLDOERAEDVEDT
BYEICKODHLSH TR, FRENOBBICE LB AEZZEIRTHIEDSAYITHS. BAD
REE ST EEICEDS ADPKD BEHIE, EREICIEDPRYDBVDOHEREEZONS.

b oo

ADPKD TIZJEK L 728N 2 MEEN % s L C
BY, BEEENIZENTE E AN EREN 2w T
PERITBICANCTH D & SNTW7zhs, EFEOHEIC
BWT, ADPKD Th 5 Z L 2 EFETOES & ¢
5Tl EEhTwaY, ADPKD BA4H
BT, MEEN EJEEENT O &6 A EA iR LN
FEIEDLDPHET 5.

1. 55w

MEENT B & PR ENT B35 O Ry 77 O iR
HOMTONTE72A, WREROERE K1 0E
WbdHY, ELEHBRL VRO XL
Ty, ADPKD BEIZBWTL & 50EN
TrEPEMGFHUEICLI WL TRW., F1F
NOBFIHE L 72BN L #IRT 5 2 L REIT
Hb.
2. ADPKD EEANDIERENT D&

itk ADPKD BAEE#H TIX, EREREICTE
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ERFE (BT O &) DT & e nwizo,
ADPKD BAEBEENDEFEENTIZ OV TULBIL &
LiWnweEW)IEZHNE -7, L» L, European
Renal Best Practice Guideline ®#ii57 & C, &M
OB BT, ADPKD BEI2B
B IEEENT B DO W TR L TR E T 5N E
THWVEREIR<SNTHAY,

C ORI, OFNTEARIFERABERED D ),
KEBOBNTE T LEE LR, QEELENT IR
e & MVGENT & D R 5, QFAFE I A
WP RICBU2EEY 525, Z L CORMSERRE
WL ) GEETEEOMEN L kol b &
MR ENT 2 BEH, & 5 WIRILTOENT IS BITT 5 &
WIHIEZHFPD 77 —AMICLA LaL, HE
DEIEENT B2 5 5 ADPKD BB I FERRIZIE
NN LR ONEFLEEZ NS,

3. BAEEE(CHIF I MRER S IERSEROE

R D

MEENT A & R ET BB O FR T L
T, E550BNGHEDNR L VD% EBME L 72
1E, 1997 4:0 Fenton 5 @ 10,633 Bl O f##r 2 LA
Be, BamEasntwnsd, £ < omETEMEARL
2 M F TIRIEEETEE DL TERS LW EHE
ENTWBEY . EEENT BE TR E R T
BRI RE S IURBHEM E OPRIN A FICTH B L& 2
SNTWaY. LaL, BESEN L migshEE o
HEGFHRIIEDLS WY MEENEZEOEGT %
ALY EFaMELHY, T 28U EOREY
DOFENEE TIIAEGTRIIMEETEZ DI 5L
WEDHRENDH BT, B S IZIEEE R RERE & IR
FRIG T TIRAT L 7280855499 058 B 7%, AT
EJEEENT O W F N AT T 21 KB e i o
PO TV, AR EEIIRE RO H #1255
TR L 22 g i s RS o4 e T

B L Ve SN TWE, EBEETIRMELENT IS
LT RBAKICE D, KROEHES L) HEIZTE
LZEIZERbonb L. wFIE X, B
g SUCIHGENT, JEBGENT O WSy, APk
IZBIFTH 2 0D TIEBR A fmosis: s T w
BVDOPEEFTH 5.

ADPKD #E I B TIEENT, JEREENT DOV
NG THRIC I VRIZonTIE, BIfEE THS 2
HIVET Y AE v, A s, ADPKD E# IS
B BENEANZDOWT, JEFELENT M6 HS Tl
D RAEEREEO RS, A EBLEN OBk
BRI L), aENERR RGO TR L
L TERENT OFREIIRETE2NWEIATHA.

@ EMRER

HkE PubMed (3 — 7 — K : polycystic kidney,
peritoneal dialysis, hemodialysis, survival) T 2012
FTHECOMBTHMRLI-bDER—RLL, &
M OTLETICHE L, 2015 4F 7 H £ ToOMIM 2 H ARME
HRBELUNY P —F I TR L7

@ SEICULITREH

L
@ 5|AHER
1. Covic A, et al. Nephrol Dial Transplant 2010 ; 25 : 1757-9.
2. Fenton SS, et al. Am ] Kidney Dis 1997 ; 30 : 334-42.
3. Schaubel DE, et al. Perit Dial Int 1998 ; 18 : 478-84.
4. Collins AJ, et al. Am J Kidney Dis 1999 ; 34 : 1065-74.
5. Heaf JG, et al. Nephrol Dial Transplant 2002 ; 17 : 112-7.
6. Moist LM, et al. ] Am Soc Nephrol 2000 ; 11 : 556-64.
7. Foley RN, et al. ] Am Soc Nephrol 1998 ; 9 : 267-76.
8. Vonesh EF, et al. Kidney Int 2004 ; 66 : 2389-401.
9. Liem YS, et al. Kidney Int 2007 ; 71 : 153-8.
10. Stack AG, et al. Kidney Int 2003 ; 64 : 1071-9.
11. Ganesh SK, et al. ] Am Soc Nephrol 2003 ; 14 : 415-24.
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2) BB

CQ 18 @mEH3VIZAEDOHERIHIE ADPKD OBISHERFICHEEINDH?

BEEEEANIZ L, BiET2BHROBEISESEL ADPKD EFICK L TIE, B

KD E 5 W EH BRI OXREZRET 5.

ADPKD (2xf L TOBRHEIL, SEIFRELESHO TCREDBBELERLLSICTAS. EHPORE
DRABAERE CLUNT, ZOBEBEDOEBIIRF THD. L LEHETIEMSERE, SARMIE,
BIERHRRERRS, SIEICHT D ERPUETHD. ERBBEDHEE, NF—H ADPKD IS
BELTOWBDESHBELRTHADVBETHS. KMBIRED 555 IEEBMERINISAEL THLIE
IBKL. BEBPIEEICKEL, BETIBROERPEHLIZSICIE, ABE(ENICEE) Z2HET

5. LdL,
EDH—LIERBREIFSNTORL.

ADPKD 2K L COBBAIL, LRMEEETHY
BRI GICHETAZ LRV L VEIETH
. HER ) A 207, SRR D S Gl
WHOBBMERL X HI12AT2 5. 534 1> ADPKD
B L 4779 H1oJE ADPKD #i3% % i L 723 ©
(X, ADPKD #T FJ —4F i (44.1 % vs. 411 %),
LY ¥y MEW (528 % vs. 443 7%) Av &, ik
%otV FE00REFOKREEARLEY &
AT, Z2OBMEBOAEEIIRIFTHL. TOFE
# 1L 54 (90.4% vs. 86.9%), 10 4E(81.1% vs.
75.4%), 154E(76.0% vs. 66.0%) & JE ADPKD # X
DRIFCHo7. LA LABHETIE, MARERIE
(86% vs.58%), mARIAE(49.7% vs. 39.3%), 1
BB ISERERIG (124% vs. 96%) 7% <, EINE
(49.7% vs. 42.3%) OHEFE D BN L 72 & v ) Hifs s
HoY. HEBEBEOREIE, N+ —2° ADPKD 12
BELTWL0E) MEELFMALETHL. F
72 IREIIRIE A3 B B (LB REA AT I iR L T B < U
IME, ZEOBRAEEAT ) BB RN & g

B O (R D2 VIEERNE), MAHSVERE, RRdH2VIEERTFNL

LR L7z

1. $55m

ADPKD (2319 2 B#HHix, 1E2 0K ORHE
ANEBHE LT, EERIRFTH L. HEER
MO¥AIE, F+—25ADPKD ICBEL TV h L
) DMEELFHESLETH L. FNEIIRED D 5
WAIXEBMANIEE L TB L)L v, FHAE
WIFFITRE L, BT 2 BIROMRDS N EE 26
i, B (EAIUCEHEE) 2T Y. LaLl, B
AT O (RS B VI BER) , WD 5 v
R, B D 5 VIEEHE T il R Eofk— L7z R
RIS N TV AR,
2. ADPKD [Z319 % B EEkki

H M A 1T 9 ADPKD EG 46012 [E A B bt %
179 BB W T LRI — STz R Bbn
5. FEBEEEOHE CEAEREN 21T Tn50
1316%°%, 17%Y, 19%°, 20%°, 26%7123 ¥ 7%
VL WIS BB IR O REDR % [ BRI 0 85

63
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x BRIBELICHT 3 EEBRERIMTE TR DL

Sulikowski, et al® | Patel, et al® | Fuller, et al® | Hadimeri, et al®
EE EHRIEGIZL | 29 31 32 26
EZER: ] 25(86%) 10(32%) 7(22%) 19(73%)
Eilis3 4(14%) 1(3%) 16(50%) 0(0%)
(ESIELCS 0(0%) 20(65%) 9(28%) 7(27%)

EHAELTWAYT . BEERIER ST TR <,
HE oG, K, i, EEHEZoOSVWLRE0H
HCTEAERMEMRZTOEMNDS HRESINT
%49 F 72 ADPKD FEBIZ K3 5 BRhiiIC, [E
AL 14ET37.7%, 34ETA06%BHEINT S L)
W5 L H Y. EABHERM %17 > G ORI
DWTRICTE L7z, BiEHI2» O K, Bz E T
—ED RIS N,

EAEERMEM 2T 726 L, TThaho72hE
DHBIZDOWT, Kramer 5213 KB HEIZF
REER R 21T - 72 2081 2 ity LT\ . Tl
ey I FATRFRE 190 43, & 723 mL T
HY, With 5 EM T graft loss ZFROTV W, B
BT 2 47 o T2 W% historical control T
Lga, M7 L7 F= Y OMEICEEZBO R Do
7z.

3. &R TERBHERR

Desai 512 L AUSRHERT 12 61, [RIEE 1 6112k
L CHM MBI 217V, BB MR 1460 & 1
BLTWD, FEEFIZEE T O ) 29FEICRW
AY(157 43 vs. 190 45), Bl (1.3 A7 vs. 0.9 HAL)
% o Ml 58 (320 mg vs. 221 mg), AFEHZ
(926 H vs. 486 H) IZSHTHOIT ) HEI A 7%
o7z, BN &[RRI A T BRI 2 1T o
7ZE A OE T, FEBEIE 10 B0, 4 11 & A7
WS, SRR 44 BER'O, A8 BRIV, SEIIH
& 150 mL'Y, 338 mLY, Py &R 3014 g,
1582 gV EHE SN T VD 2 Eh S, SER A EAUL

THBFHTFRTOIRREEZONS. L2LID
PRVIEGITY, TREAREHY, EE?,
B gm0 i, HimO Lo e EmE L
EIHEZ S L TBY, HELPMRES,LEL S
ns.

@ EMRER

HkIEZ PubMed (—"7— F : ADPKD or autoso-
mal dominant polycystic kidney disease, renal
transplantation, nephrectomy) C, 201247 HZ T
DM THRE L2 DENR=2AL L, SROYETIC
BEL, 2015 4E 7 H £ TOWMZ HAMEHE S L O
NV R —=FIZTHRE L7,

@ SE(CLIcTREH
L

@ 5| A3

Jacquet A, et al. Transpl Int 2011 ; 24 : 582-7.

Kramer A, et al. J Urol 2009 ; 181 @ 724-8.

Sulikowski T, et al. Transplant Proc 2009 ; 41 : 177-80.
Hadimeri H, et al. Nephrol Dial Transpl 1997 ; 12 : 1431-6.
Fuller TF, et al. ] Urol 2005 ; 174 : 2284-8.

Patel P, et al. Ann R Coll Surg Engl 2011 ; 93 : 391-5.
Cohen D, et al. Prog Urol 2008 ; 18 : 642-9.

Yamamoto T, et al. Transplantation 2012 ; 93 : 794-8.
Desai MR, et al. BJU Int 2008 ; 101 : 94-7.

Gill IS, et al. J Urol 2001 ; 165 : 1093-8.

Jenkins MA, et al. Urology 2002 ; 59 : 32-6.

Dunn MD, et al. Am J Kidney Dis 2000 ; 35 : 720-5.
Bendavid Y, et al. Surg Endosc 2004 ; 18 : 751-4.
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BLABALHECHANZRT BEEHEEREBEER T £EEOIREEERTMS K OFFAPIARREE
B ZSOREEZREHET 2. FREIE—RIICEMTITHAREIRMELE S FIEN D ERRIBIE T
&), ductal plate malformation EMEEN MG EHFD. LBAE6p21.1-p12(Z7FET D PKHD1
DEGTEEDNRET, EEREFREICEDPDPDOOTEERTFHREERTHS I EDPEHETICKY R
ENTWS. PKD1, PKD2, ARPKD ® 3 DDk b PKD ICEWTRABEGFEAD —RIFEEZFD
BEBEMICRAS L TUWAZEDHALHICEN, —RIFEDHEREPHEREENERZ5|ZRIT L
KRN TEHY, ARPKD & ADPKD (@ DREFIZDIERIRHLE R D> TULVS.

HHREASEREEA 2 R T BB B R A
T, BFEFICHERIRET 20 5. HIZBWT
3, EEEOWREEHMET5Y. ST LR
EEERER L, BORERIE RV, JBERIZ—
PRI R (SR 2 FRO 505, HEFRITHERET
EuLl b,

ARPKD D IFRZE I IHE O B & FFP PIIRE B
DAL T & O A DIEEDIFORE & 2 DR &
$%. ARPKD IZEPFS 5 WL — B9 T
1350 K FF R HEE (congenital hepatic fibrosis :
CHF) LN B ERRBESTH 1, HAEICBIT 5
FFAIIRE T R CTd 5 ductal plate malformation
(DPM) & MHEN 5 Mlfdki% % £ 5. CHF 1 ARPKD
ICRRNZLOTIER S, e DRBIZBWTADL
N%. —7J, PKHDI BT D755 CHF Hho
WEZETAHILORENTWVS,

Getti K 6p21.1-pl2 (fFFES A PKHDI O #1512
EPRET, ZREEREICS b6 $H—#(E
FHERATH D Z EAEBEHMBHTICL DRI T

2o ZOMIETENE T 74 7Y AT
(fibrocystin) ¥ 721ZR 1) ¥ 7 F ~ (polyductin) & I
I, MifEE A 1 RIEET ALY Ty —fREH L
SEEN DY

W EIZBWT, PKHDI 5898 ARPKD %5] %
T RIEMREOFMIZAHTH D, PKDI,
PKD2, ARPKD ® 32>® ¢t | PKD 1285\ CTH[H#E
ZT-EEAD—RAETE (primary cilia) & Z O B S
WICES L TWwAZ EPHLMIEN, —KBED
R S R ES R L R T LR S
THY, ARPKD & ADPKD 23l yRREE # o #
R & 72 5 TV B2,

@ EMERER

HkIZ PubMed (F—"7— F : ARPKD or autoso-
mal recessive polycystic kidney disease, definition,
disease pathogenesis, etiology, pathophysiology)
T2012F7THETOHHMTHRERLIZbDEX—A L
L, SHOWETICEL, 201547 A o4 H
REEHEBLONY Fh—FI2THRZE L7
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@ SE(ICLIETREHR
a. Dell KM, et al. Polycystic kidney disease. In : Avner ED,
Harmon WE, Niaudet P, Yoshikawa N(eds). Pediatric
Nephrology, 6th ed, Springer, 2009 ; 849-87.

@ 5| A3

1. Ward CJ, et al. Nat Genet 2002 ; 30 : 259-69.
2. Onuchic LF, et al. Am J Hum Genet 2002 ; 70 : 1305-17.
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ARPKD DZEFCIFBERIRE, RROKNEEREIVERTHSD. BRIGBENSLS, #REVD
KVIERDETHY, VEAMICHFET BEHIFIEIE LEBFRETRRS 2AKICEEETRERE
ICBRDDPHFHENTHY, ZORBHHPEETHS. ARPKD OEED
B2EHHBD, BERRBESE 30 BETIIASH TR, BiEICEREMMT HEEBITSHFEL,
ZOVWThEDERZIE LS. BREUEREBRETIE, ADPKD D& ITNZEREELTEETH
%. EAEDIRNPHERTEY macrocyst DAHZERBHBEREH Y, EBDPVETHS. T LA
TIIREZHICIZ ADPKD EERIR#LIZEEHD. BFHMO ARPKD B&E(IHHERPICERZRT
D, LARBABLUCENLUE, BEXDHDVIEFEEICLSDERFEBICKVERINDZEEDHS.

~

1. —RRBVISESHATS &

FEEANIIBE R R L MIBOAREEBEE,E
PTHDH. ARPKD OffEAHEE I THARS 2 112
HOPIRAZ L H AN, WFIIIEESEI0EE T
FH S A THWY . REBOERILEF /NS < 4mm
Aiili C microcyst EIER. WIRTHERTE 5L DI
macrocyst & M-57%%5, HHEEEZ2cm LT THSH. A
WERL L V) X DIERDIETH Y, VF ATRICHESE
T 57201FT1TT & L7ARBE WG TIE % A
EHEE P2 20PN TH Y, BHIZZo
FGRDEETH L. 112 ARPKD I2BI1) 5 Ay
RS WA R AR, AR, SRGEOBE N
FEEICLD, R CHREIND L) 2EEED
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Thk BB LT 2 EEIEEHAFMEL, TOWw
THHPERNZM L 2 57, BIEMEERMEEREET
&, ADPKD 23hll 4 R&mEE L LTEETH 5.

67




68

IETVRICEDKEHMEERE (PKD) 22BN RS54 2017

#& 2 ARPKD & ADPKD Dglli4 >

ARPKD & ADPKD OEEICH (T2 24 1%
BREX

= Im/E

FRIEHEREE

ERIDRR

ADPKD & W% ARPKD Z 7Rk 2%

HEERFAE

NEHRIBE N 2ET

gt

FIARETTE & RIEFAATE

HEEEER

RIEER L

ARPKD &% ADPKD %R %Y 2#1E

RIGED )
Bs\&ER
el
HEEREEG
HFAE %R

i fR

(ZRER a)B5IR, W)

ARPKD & ADPKD D551 > b 2K 271K
3. E(GICDOWT, EInFEeEH

B CIHEEERTAEE SN TE Y, IR
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25 ENCTFRT L. NTIRz &8 EE) 0%
HER AT ZT 5. BEHREDBEHE L TV 25813l
H DI & & B ICEEENT D 7 — T )L & 1f
AL, BREEN %73 5. BEEND ) {72
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LIFLIZMEE 2 5. Jbko ARPKD fEGIE SR Tl
HJLEC 28 1% (25~75%, 09~4.7 %) |2 PIBRIE T
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Harmon WE, Niaudet P, Yoshikawa N(eds), Pediatric
Nephrology, 6th ed, Springer, 2009 ; 849-87.

b. Garel L. Sonography of renal cystic disease and dysplasia in
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infants and children. In : Brodehl J, Ehrich]] (eds), Pediatric
Nephrology, Springer, 1984 ; 359-62.
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Zerres K, et al. Acta Paediatr 1996 : 85 : 437-45.
Kéaariainen H, et al. Pediatr Radiol 1988 ; 18 : 45-50.
Gagnadoux MF, et al. Adv Nephrol Necker Hosp 1989 ; 18 :

6. Roy S, et al. Pediatr Nephrol 1997 ; 11 : 302-6.
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FIRRIETTEERE 5.87(0.98-35.10)
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39.80, 95%Cl. 9.52-166.44).

(SZ#k 2) KB, —#8E)

@ IR
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a. Dell KM, et al. Polycystic kidney disease. In : Avner ED,
Harmon WE, Niaudet P, Yoshikawa N(eds), Pediatric
Nephrology, 6th ed, Springer, 2009 ; 849-87.
b. Zerres K, et al. ] Mol Med (Berl)1998 ; 76 : 303-9.
c. Lonergan GJ, et al. Radiographics 2000 ; 20 : 837-55.
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T, BREREIAEHTH L. EEEN %2 ARPKD
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ENTE R MRS 2 DA% 5T, FFUIRRE DU R4
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) DERETT . QOL ‘D /22, FOEM|ET L L3
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D720, TOEMZRET 5. bOxER=Z L L, SROUETICEL, 201547 H
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1. Bergmann C, et al. Kidney Int 2005 ; 67 : 829-48.(L X)L 5)

2. Beaunoyer M, et al. Pediatr Transplant 2007 ; 11 : 267-
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BISNRICH T ZBRBREORELFAIBEBHEEINTEY, ARTHNEIRAOXRBEZRET
%. ARPKD OFFEETIEFIRETEEPREY 2MEEREXOEEVRBLIEE, HFBHEGRES
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EDDICREINDINETHED, ELDEFTIIUT LEZDRBEAERTEREB LTV QOL HEZ

72569 EVDDIFTIERLN.
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BAFEM, B 5 0IEW T oML ARPKD O Ay
FHBLUPQOL WED/-2OIZ, ZOERMEZRET
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AETAHIENELL, TN OEFI TS hOF
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Wk EZ 55, ARPKD OFFREETIEPIIRIT T
TESE R SR 9 4 M B A 25 O B B DS IR Bk 70 35
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VEET 2500, FFBHEOBEIE &% 2 5 b
BV OB ZHERT 25, 2770, Bfie R
%0 B ORI DR D 2 ENS NI &
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HNZHEA T 2ERIClE, FFREE R A BHED ST 72
MREIC R B E0H 0, EE2ET L. BIER
OBIREZRET 5 L BIFEMD 2\ I3 OFRREIE
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1. Bergmann C, et al. Kidney Int 2005 ; 67 : 829-48.(L X)L 5)

2. Beaunoyer M, et al. Pediatr Transplant 2007 ; 11 : 267-
71.(L~N)L 5)

3. Spechtenhauser B, et al. Pediatr Transplant 1999 ; 3 : 246—
8.(L X)L 5)

4. Gunay-Aygun M, et al. Clin J] Am Soc Nephrol 2010 : 5 :
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5. De Kerckhove L, et al. Transpl Int 200619 : 381-8.(L X)L 5)

6. Davis ID, et al. Pediatr Transplant 2003 : 7 : 364-9.(L X)L 5)

7. Khan K, et al. Am ] Transplant 2002 ; 2 : 360-5.(L-“\)L 5)

RBIEEAIZ ARPKD OEEDEHIC, FOEMAEIZRTS.
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EIE 2R TREIZB VT, BEREIIER A
MTHhs. FBEE#EDE% ARPKD OEMFHUED
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BOY, VAZEDONG U AEEE LD 2 THH
5. Caffibide b BEIERRITMITF T & 278, 5N
FREOREICBIT S Can&kElx BT 5 LA
REALS L WRMEDS D Y, HEIEKEG T LD
HoH, AR -FLYETILIELIZMET Y ba—
AZHES LSRG S35 T, A2 & o TIEEHE
FEIE R IMAGENT 12 & BRI LETH 5.

@ ikEER
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1. Bergmann C, et al. Kidney Int 2005 ; 67 : 829-48.(L N\l 5)
2. Loghman-Adham M, et al. J Histochem Cytochem 2005 ;
53 1 979-88.(L )L 5)
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