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Polycystin1 (PC1)
(PKD1:&{=F)

Signal sequence

O WSC domain

(3 C-type lectin @ LDL-A related

=\ REJ module O GPS domain

i Transmembrane region < PLAT domain

™ G-protein binding ™ Coiled coil
6BEHO TRP channel homology < EF hand

-= Leucine rich repeats
C, PKD repeat
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1) 15 MUUT T, CT, MRI £ EBERMEERTABIC&4 3 B LER
HHERE N, UTOERERBHIHBRAINZES
2) 16 ML ETIE, CT, MRl £ ZBHENBHR TABICEAL 5 B R
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AT REES
- ZREMEBHMEB T multiple simple renal cyst
- FRIIEME T 2 K—2 X renal tubular acidosis
- Z PRI multicystic kidney
(ZHEREZEFME multicystic dysplastic kidney)
- ZEMEB L multilocular cysts of the kidney
- BEE WA B medullary cystic disease of the kidney
(FEMR 7 025 juvenile nephronophthisis)
- ZRRCERE (B RIETERMEBER) acquired cystic disease of the kidney
- BREFSHUESREERE autosomal recessive polycystic kidney disease
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=60 ABIc&L 4 BUE 100 100
Pei QRN ZETEHE
15~29  FhHaa L 96.6 90.8
30~39 B 94.0 98.3
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BE L TiThNETIE, 15~46 BOREFIED
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Tea N—2 7 4 v OFHHEERIT 1,060+642 mL
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E 8 MRITZ gﬁ%ﬂg{g 0 T T T T T T T T T
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2. Age (yr)
E 9 ADPKD I[CHE I3 EREMBEROMAR
(E%’mmﬁﬁ : B 404 mL, ZCHE 308 mL) T 3L FRBESEL ADPKD £& 232 flomBEEO#
e A b B 2l 75 B ERT. BEERGETECEAT
St SsREb R ko td; N 3, ZOREREEEETH. 2 ROBMTEARE
EIZ 2041246 mL/4E (5.27£3.92 %/4EDHIET Slow, Moderate, Rapid Ic%7zs
BN (214 4), PRSI 2185263 mL/AEDOEE
T 10 #) L Tw7z(E 9), ZBEMIC»D WEThToind, ETESFEHAED—
HoT, =2 I7A VOEERMZDEZOERY DEELRETHA .,
MOFREF L 72 - 7z, MEAER 1,500 mL Bl_ED 3) CT % MRI A IIITH I TH DA, ZDHEEIC
BEGIAIZBWTIE, SIS EEOET LD DWT—FDRMBIT v, ETEICD X 393,
HHESZ R L 72 (4.33+8.07 mL/4E) 7, 1,000mL T EFEZ ohtuT 2~5 i 1 @], #
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2z AN E LicBEFERERTOR VY,
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%% Web (http://www.genetests.com) LTI E LTV 5,
727 L, BHMOERESICOLTIEHES A TR,
ADPKD HERFZR CEESER TELVESEIC, PIAE
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FWLEN2HAELHY H 2V, X5, SRR
BN EFCIERETFENOTENHE-TL S I 08T
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HRh EEE D R WERRF R TIE, DR S TICHEFEHIC
9 AW ERRBERIICT ) BILIEA 2w, LA LARERS
CICHEEE»OHIME2BO 2560552 L, NERTH
ME%FEHE L Ty 3 BEIZIEFMERSE L HRTERICE
R EC 2B LY, RMREOER LA VHED 2
e, —RERZE L L TOMmERERBRKIZT,
HEHRZMEIREL D RDSNABEAICBToThb LR
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DFERICIRERZET 5, BOlE SN Pei 0
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PSHTELHE (2009 4E) 9 TIE, PRDI BHE TSN R
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10 ADPKD IC& |} 2 MEIERE D MRA E{R
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Tk { PKD2 BEFHERRICEHLTH
WE TR LTSN 2 ERE L, FlmiliE
FiBWi OF - A RIB I i (R 2).

ZWTIZ 2 W TIZ b M E O ZITEREPHEN OB
bz LML B iz, MEE R
ZDIZBEOTICB I BENEHTH S, S5,
TRFREED I S RS T - BlERS I/ n—X
Ty 7383NTL 3L, BEoFoRimskdshn
%, ADPKD & 2 & /o3& 138 2 BIRiG
BALFEODIT B ENTE LD, HETHRERZ
L CEe Wit /- 3 el o 7oA, 30 b
D0 40 ETIHAERET 200 Litkle,
V) BEDEE, ThEIKTE 3 DIRET
ZWiTHEY, HEECREREEFTHS
PKDI, PKD2 DMEFEITBEZ TIER,

ADPKD BEOFOBERBIC OV TR L~
Bt , EmIC HHEIEEEL v, LaL,
30 BHAD & EIIE - BRI OB E L & D
ERNADOBLESEDFEE B Z &, 30~39 I TOR
HeWiEI 08 Rl ETHEZ LE2E/T S L,
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) . . 30 BRI,
SRUEMMIEHER | 0 | CxAlt | TaTomm | SRR
BREEREERS | O~8 | UFAM | WA | ESRD kK%L TEEMA
BMEGENE, EARE
SR D~% | URAK | TRTOSE | MARGKE, BESHRE
DI
ARPKD g | maR | w4R | EXB sRUFSeE

ESRD : RHIEFRL, ARPKD @ BREBELIHSHHEBEE |

0 FEBRICHEERT) LRI NB, 1272
LIREEZ R 5D BEL S VRFEOEBTH
b, B2 ORBIC K HERTRETH B,

4) ADPKD B&®D 15 BEKBEDTF 420 Flic2WvT#
FEREZBT L Z 5, 181 H1(43 %) iR
HOBRIEED L OBENH B, BEOTFOD
2B 12 BREFERERIMS LT B L,
86 %Ll LD TIC 1S IR CEWAIRETH 3 L HEE
Ehz, GHALZMERRS DO, BERKIC
25 I HIMEA2RBOBI LE2ERBTIE, B

WIRW 25 2 BRI b Lk v,

5. 8% %

1) ADPKD DB 3,000~7,000 Al 1 AL EZ oSN T
Vw3, (2754 8H)

2) FROBRBHEC BT 3B ARKBHINHE T 2~
3% L3,

3) RENLERGEHFEERRERREZRL, Bl
v,

4) PKDI METFERME L, D ADPKD BHED 78 %
it PKD] MEEFERTH 29, 2¥a—vy Tk
ADPKD D#J 85 %% PKDI BIEFER, BHYHV 15%
b8 PKD2 BIZFERTH 29, 48, BEREShk
CRISP IR BT 2 BETFERBITCOLRAMKTH D,
FROBEFRLBISI2bDTH 7Y,
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[ADPKD OHEHR & FEE]

1) ADPKD BEX—BAOD L » it & 3 HE
(ADPKD DR prevalence) i, SEFEL TV 3D
B, BEh T 305, 2MbT, PKkD BE

TREZROBE(CNSOBHRITRT, RHL

L TEEIc SR EDBERIBRKET 3 LEREX
NTV3)EEREL, RENRAOTHS LRD
oh3, zhicld, ~REROFHTCEZHKRT 2
ZEDBREICBWTRERRRESETH 30,
ZD X BEERZ, "L TRV ITKRELE
BREZOREHBRTHC L BEENRE LK
BTk, &4 338 Bl 1 BIE 339 Bllic 1 BYLRE
ENTR3"Y, HRNRBAKERBECOIEEE
THBLWVIRT, —BAOLIERRZ 57 selec-
tion bias(RIEBENE  EZ 2)BHFEET 245, @
HEREHLDTHWERTH -7,

2) 1 Mg C—EDRMANI, ZDHURT R T DR
THRICEEH SN BEREFET 2 5 TRE
L(RER, incidence) RO OSN35, BB (RE
R ZarRN—F DT — ¥ (1935~1953 ££) T
1210 FA/EEICO S8 897 A, & 823 ATH
219, KE T %V ¥ M Olmsted & (1935~1980 4E)
DFAETIZ 100 ATH o7, D Olmsted D
F—FEEII2K(AO 22,000 HA) TEEFHL
CEWiEn s BEREHAT 3 L# 3,000 AT,
B CRHEHEI NI BERLED I L Lo EBE
6,000 A & % 32, Olmsted EFD 7 — ¥ i3/KBE2 2L
TRHI N3 incidence A & ZhiCEBRCHRE X
N7 BEEIMZ 7 incidence C DA ZEH L T
WA, RELBEREMA T3 incidence C &
b incidence A PEEDEESHETH 3, BEIHIT
BEELTOWRVWEFADEEN 2 DT, incidence
C {3 incidence A D 2 £z > TV 3,

3) Morbid risk & i3, —&EDRIC Z DFKADERDS
HT2ETH3, ZORK[CLHEROHEE
TREPPIERI D OFGLTFTEEVERET
i, £l LB IERBEELZH I 3R
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FRT2, BERGER)PORDB I LNTE
3, aRYN=FvDF—2(1935~1953 ££) T
t%, morbid risk 1 80 ROKH H ETIZHB 1,115 A
1 A(89.7122 A/1HA), X 1,215 A1 A
(823+10.1 A/1 HA)TH 3, Olmsted DT —
yeREicHE XN 80 BE COER/D morbid
risk (incidence A Z{#/) 139 1,000 AiZ 1 A, &
A @ morbid risk (& (incidence C % ) 1,000 A
25 ATH 32, ADPKD BEDFEHHFARIZ 80

BLTTHY, 7 incidence C ZHV B Z LIFHE

B BERZBRNMET 2 EBENH DT,

1,000 A2 25 AIBEBTERBfEL > T3,
4) HBERICAABE N 3 H (FHKE prevalence)
OFMERRET, FEERBL T2 BEReH
RO -ERRIR, REECEEORREROH
EXoEv, £ XY AOBEHLEY = — NV XHED
B2HEAECIR, AO210 FAFZEEh TS
ADPKD ##&%12 303 AT, 6931:1 Tho'e,
ZEHXNTLAIRRNOREDEHENREL T
3 LRELBAIIE, BEBUE 51 ABAT,
—BAODEPIKEDBHEIX 1:2459 TH-
=2, baEk B ORBEE#HHELT Y-+
FETRDLERTIZ, 1994 FEORREREZL
T3 BEHIT 14,594 ATEADICED 284
% 1:8,568), ch2HITFERREERLT ST
%9 LEMS I BERLBAERRERLLT
V2 BEBOAEI 31,000 AR 1:4,000)TH
2 LERXNED, B FHVEED Alentejo i
RoEHte v ¥ — L BFRAFIER 1999 £ 7 A
31 HOW ST 84 AD ADPKD BEZEEL 7z,
160 AORIEDOTREMER 50% L LT, &5 180 A
MBREBL T3 LERMX N, 1991 EOAOHE
Tk 543442 A 27D T, BEEIX 3,019 A
L1 ATHo%H,

B EORRIENHEOEAD S 553, bt 2
LTw3BEEBADKED 3 EEE 3,000~7,000
A 1TALWIERTH B, T OHEERERBGER
PRBOTHMIC L > TREZ 3 I EMFRHIZNS,

6.%*%%@{
A. DFER

FRIIBEMD> S TTREREINS L bl Tw 358,

122 AL 30~40 BV E TRIERTIERET 2V, BRMAL
MRIER & LT, S (I ERE 52 5 RE—YIck 3
b0 bEt) DRRAIIMR, B - BEHE, EEEELE
BHFons, MENICREZL L CREIhIBMED
WMFEER (FTR) & LTEETH 5,

B. BEER

1) BEER

AMBIUBEOERES 3V RAIBRI L AGNZH
HRERD—DTH B,

atoBfE:, BRERRLCPEER~OBRYE, REES,
FHAHMAEE & 2 5., BFEEMUSNORIEOBRPHIMIC
Y3HDLENT 2HEND B, RE, BENMR, K&K
#, RERCmZ, BEEREB XU CT, MRI & KO
BREMMBEEICR S,

B, &b BERISETLEMICE, B
BEomBELEMBMEROESINFERL 25, XL, B
BoEX I 2 EHPESHoAEMBEARL LTAR
ENBIENHY, BEOREL ZEBROEMLOAER
HZBZELWTIRY, SENICIZEN(6 %) & 1B
(71 %Y DIFH DBV EENBY,

s DBEEAICHET ZEMIE, BHEEIERT A
FRELGEIE Ty P — L ARETH 5208, BRE~D
HE oI ERLTHATRETH S, L EICBELZME
ST Ldth B, EiRLE, ERIC—BLLBMLICERLER
2RO BBPAIIE, CT VA FTERAPARRES BB
-3—526)°

WEA, FEASELOGETTS L, HILERZEERYT 2
HIARFER, BHEDARE, EREEZET S,

2) RS
<JfkR >

RIENMRIZEEORBWRER C, KESBHIC 35~
S0 ROFEFITREOON DB, LEXIIMBERLLZILDD
D, BERORBFTEE*RBRT s LbvbhTw3, FL
WEEX, BREETSIUCRNELE T 3EMATIVA
IREMR OHEHE Y & DFED H 27W),

AIRMMmR D% ¢ i3, &b LMmBICEUBRAZRET
2MmED S M, BREOBHIBREE %2 &0 REA
WHT 2 LEETH 3, cHFER BROAHDS
VI RREBTRSOHOTREEDLER T RETH S,

BERRIC X 2ROMROE LA LR, KREREBLE
Wi E OREBECERBLIRIIEERT 5,
<EBR>

FERERERZ L IPEL, BEERRICEEES
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NSV, 03/ HEBAZEARZRDLINIZ20%
FETHD, EHRITBEELEECTH Y, FiCHEIMmE
HfBRB B TRMEERO—DEE L L TREH -
R7L7F=vihz@EE=%) 7L, REBEEL:
BEICEERZTIZCLBEEL W,

3) BEEESE
<WRiEHEE>

AHAERENEEABHICBVLTLFAE Ly >
Y B RGEE L KGIRRBICN T 2 RIMET % &, R
WEIRER 270 L R BEVERER L LTEK %
REFZ VIR D BRI S Tk 5\ 2 E A%,
HHRGHEBENET, BRe>

HH~EHOBEIIC X ) BIERNEEFICLS ET, Rk
FEROBMEIEF 7 0 v ORED O IERTH 27 (B 11).

40 FREED> & RERGFHOBEHMET LAY, Z OETHEEE
T 44~59 mL/5/4E L b TW»W 3,

FHEETEEICHETET L LTTROERBSH T
BTV 6"27‘33~36)o

OB EETF (REEET PKDI D139 5% PKD2 L Y #EFT

DIFNL,)

@EImE

@REHE (MR, EAK) OFHHIER

@HB

OBED K E X B X CHEFAEST OMEE

@7k DER

@EBIR

KA 2N 2 BF IO REIC X 5 BAEE &
AfETH 5,

REREP RS IR L 2 PO FET 2 2 e23% (, £
BRI A AT 2V A 2BML T, BEEE
WANRIREN B Z Lizdil, 13EACDMBETICEA
a5, Lal, EBICFEIETREBZER(CAPD) b
BehoBHCTI I LBAHTHEIEVIRELD
53‘1’)0

BBELMOERIC X 2 HAMER L RECEDBED
By, FEALZZBEE A E 2 dmumtTac e
KL OBHEBEOAR—ZAZERTIHEGLH S, (=EE
i, ZH)

7. 8 &

A. ADPKD DOZEPAE
HPE, TERIZREER- 1o L /B LRI E Tt w3

(mL/4y)
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11 ADPKD BEHOFEH & RERFRIBE
BABOERICHE > THREMFHBEIET T30 EREAHN
HEEHTABNIRDKEL BRI ETRIERBERFFEES N
3, (k6 £ D3I, —ERE)

SEHNT 2w,

il b B AN

[ADPKD DiafREE]

1) ADPKD ZX R & UIcBERERDI TN TWSE
Al

OV Ty v VREFEBHE(I VAT V)

PCl & PC2 BRMIFICBWT CaFrRNLELT
BEEL Twa, RME LEMaTMEA Ca & A
7Y v 7 AMP(cAMP) DB @i s hTw
%75, ADPKD TIEEIEA cAMP 23Nl Tw3 2 L
HEE TN TH S D o723, ADPKD Tk PCI
HB\I% PC2 DIEEIC X Y HifaN Ca BEDMET L,
FEHLE LT cAMP 239N 3 2 Lic kb, ZERE LR
ML, Bhnol@z ek iFZFiohnTn
59, Yy T U vV,3 B K (vasopressin (AVP) V,
receptor) 13 ADPKD 7 & (N iC ARPKD D BENITZER D35
TdH BRI & CICHEEBICRET 5. V,ZE
EEHET 5 AVP 51 & b ERSER S, AVP
DEEEREREZET 2WETH L I LB EESN
TWw3YY, Firbb, AVP % 6 TS cAMP 2SZERaMER
BEBRICBLTHRLNABREZRERL L, VEZEFOE
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X Y EREVBEAHIE N BB I o T,
ZITcAMP MM T2RFLLTY -y LK
BolDHNY TV vV, ZBEETIRTCHE, 2D
—DTH 5 VN7 Y Ht ADPKD B1€ 7V Tl
BA cAMP 2 B4 X ¢, BROKWIE L BFL0ET%:
MEIL7C LMEINLY, PAARTIVIRT TR
EF F Y AMFEDKERE LN CRIKER S
THYH, ADPKD % 5 &K #RER (Tolvaptan Effi-
cacy and Safety in Management of PKD and Outcomes
(TEMPO) )%, BfE, HMEEKEERE L TEERIC
rbhtw3,

@Y rRYFvPFrul (X7 FLAFF)

Ve bR FVRBRTHCRERNVE VW2
Fldoahnert LTRREINLD, PEHFE HL
Hh ERIEHHET 32BN VeV TH B,
ERMERARY < FAYF v 7Hul/Cthsr4 7L
A4 Fiz, HLEI LT VEEBELAEEXIECE
KIHENhTw3, O, FEICRY<FRFF
VREGPEBCEET S, Y FRYFVIEY b
A FVBEEIEAL, cAMP OEEXINHT 3,
ADPKD I TEFIRELZ AL BECA 7 LI F
Fx# 2 FRFEL, BROKE I CELEZDOHN
Lot Z LMREINLD, VR RIYF VDT T
vy, #27 v F FoEHRTO ABENRICLA
BRI T2, FFOBERIDRIN: & i FHERAE R
DRARIMET 3 C LR E NS, BificH
BERBD S do 7Y,
®mTOR FAEE( v Y LR, TRTYLR)

mTOR DMHETH 2 T Y LARAPIRTY LR
RBHEBRENEEE, 53 vwiEBE SRR
FLTHEAEATE Y, PKD BiE 7 AT FERL
2HHEHT2Y, vuY AR RRMEEEE L TEBME
#IcfHA L7z ADPKD BE T3, BEE(SHHEHE
B) RFBARMEA L LREIN T3, 2
D, oY AREIZRNY) LRDEBEKSEBLKMNT
Tbhi, BBEROFERARL VEAROI DY LA
2857 2EERRR TR, EREWEIMEA L TREET
OMEIERIZ L bICED Sk o7, xR0y
L 2 DERBRBTRBROMINIREIBDO LN HD
D, BEE~OERIEBED Sk o7,
@rY7F54F v

FY 7 F I 4 FidEAE (AR ORDTREIE
¥EThH3, PC2 DERENLCHEEAN Ca 2 LR XY

2{EMAHH Y, PKD B FLOFERMICEE L 7-
Bew, BEOERLIMHL Y, hECERSRBR.
fTbhTws, -

2) ADPKD BF NI 3BAERETOhTLEWV
B, RETHERE N, PKD BIMETFIL THMMELAT
ShTW3EH

OQANY I LRBBEGE( T HLE L)

S F ANk M BT RE O R EBI IR IREREE ST
R L TRBREAINTWw3, FZFETH S R-568
BRFHEAR LD PKD §i¥€ 7V cEBEDERZ 1
L=,

Q@TINF-afHEE (=¥ 2 VE 7 })

BERBREEESY Y- F I RBRER ST
%, EH> Y A TNF-a 257 3 L BERMSHEL,
ZOEMIZ PKD Bie ST S IcBE R B,
TINF-afEEH Ly 2L 7 k> T, PKD 1€
FArOBHBERIFE s,

@RI Fv

27 F vEIIEBRIMERFERL LTUASHERSINT
Vw3, YYNRYF U ERFERICEHRERE L ERP
BTIE, B mMEARBREICRIFLIREZRDT
W3, 75528 F 2 HBRMREQ FRA)BE L
BRTIE, FRECHRERD TRV,
@EPA(A a9 Y FERZF )

EPA (3FIBIMEE i« L THREBAI T3, By
EFNVTIR W RO EPA,  Fav~x4xvBRIEER
DEBEZIMH T 3 Z L BREA T35, ADPKD &
EICEPA ¥ 2 EHIBRS LEERTR, BRECHR
ERDTWLRLS,

Gcox-2 HEX

ADPKD Tid PGE2 BRI W X cAMP BXE
2EIBL, BRMHAT 5, COX-2 DRFRIVIFISE
(NS-398) iz & b PKD B4 7V DF PGE2 HMET L
FIRETDINE & 175,
©PPAR-y HIEZE(EA Y ¥ VV)

EA TV IS vEA R vIMRERBERE (TR
PR OlFE L L TEKERAI T3 . E4 7Y
¥V VI PKDI %27 v 779 P LEBWET VDM
RHICRETTEFMEZIERT 5 L%, PKDI]
~Fu iy A TMERARBELHBE TS L
MEINTLBY,
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B. EfTEMHTBAR
1) BEZEX
BIME2H T 2 BERESMENEBE & h BFHEELE

EXEVEwbh T, WY LBEREIET 2T

WML L TEHETH 5, AEMNLBERFCBEL TS

mE ,DEHzZSEE i\,

2) RKDEIT

BROERIC Y 7L V2 LT cAMP DM

FMICBIG LTw 3 2 Lo, KGARBNSY Ly

DFWEMGIT 2BFESHEIN TR S, BYRETH,

KEFHBEOAS DML BB L - L OBMENDH BY,

oA BREECERTH ), REEEPREBBRY

DFFHDT-dIcdH, Pl LLBKRELED Y SLY

v D WRIBHKER SN B RTUULET 5 & ) L AETETE LS

LY,

3) BAKIRER

BEEOERBNMFICEAFIRELTONS Y, FEICE

JRERERBELL TRk, 72EL, 22 LHEQD

BRBEUIEZ 5 2 LSHEREINS,
-od54L6

[ADPKD & Bf]

| ARIBET 2HIET, MTObLOREROERT

HARBREINTLEHDTH S, 7L, 5L

THERABESRBRL VICk R hi-EF VR

DS RS D TR,

@A 7 =4 BROMBEEHEEZR ST cAMP D5
ZEETERARH 2720, BRILTBIUIEZLZ L
EHT» 39O,

OKEEHR: Fusrr3F—YHRERISTh, Wi
DM Db % IGF-1 R L DEAZEET 3 &
XT3,

ORMPEMRCHICE TN S n-3 IBIHER : KEPHE
BB 2 G T 2 EAMBE IR TV 3, B
KR TIRZORIMHER S T8, EESmE
DETEBRERERRROBKFAR TR, BoX
& XRBWB I N T BRRIBD shkd o7,

| 8. ABHEEZONE |

A, RIME

FIRA2 b

{I)Eﬁméﬁb,%&%ﬁﬁT?amm#BEME‘
2ETBZENE,

2) Biib o litgk MERHESHEE NS,

1) $AEE

50~80 BicEHLHA SN D, BREMEOLVE ELS
Roon®, FEFHIIABERMEL D HECD, MR
Tb 35 REDHETHA SN,

2) A

Loy e PYSFFYY Y - P F AT B Y% (tenin-

angiotensin-aldosterone system : RAAS) DB 52358 { FH X

hTh, BHEOERICLYBRNOMEROERE LTk

3 BI-CHETEE 2 £ RAAS ORI E A>T 3T

kDD B, F7TTHEL 72 RAAS i, IF & EBIGR IR

DER, FHEBRFIC L »dbo T3 I LHHHENT

W3,

3) AR
FTRENLETHY, BEoENB6g/BEEHEL T

%, BREBRMEZBARBMEXSBMEBRRTA Fo4 >

€T 130/80 mmHg Righ#R N3, BEREZOD

JRARIC RAAS R E2bdrbh b > TED, RAAS O

EXsHREINDY,

-edSLT

[ADPKD (c %13 2 RERE]

1) BEHEE0ETERRENENAROWARER
T, P IFT vy I ZEFEDIE (angiotensin
receptor blocker : ARB) i Ca ¥ ¥ F VBRI (cal-
cium channel blocker : CCB) & i L THEH#REE %
BLIEIBENPLRVILBREINTSE
Do), HB/IRFEL L THET 3,

2) BEAGGEREOBLLENHT 22 »0H
SHRIEFVRiEH, LEREOEILTFHOR
EOR, #ME7NVT I VROBEDICIIZRSR
HonTEH, FMENICHERROAERCTE
HANDOHENTRINT VS, 207OXKETR
FeE BER 120/80 mmHg SR & 32 & L SHER X
hTw»3®,

3) B, KRETHIE EPIEMNETHTH % (HALT-
Polycystic Kidney Disease : HALT-PKD) ), ARB,
TYIFT vy EHEERHEEE (angiotensin
converting enzyme inhibitor : ACEI) DBtFHIC X 3
SE&7 RAAS DBHE D ACEI HBMOZHRICH L
T, OBEDERICINHII 55 (CKD AT —
1, 2), OFBREET 2 WH§ 25 (CKD 27—

TRHET S, o ERRERMEZHES >



568 SRIEBIATLSHEE

2§ 3 7= 8, OENEE B (130/80 mmHg K¥#)
t, @k b RE%E- 7 (110/75 mmHg ki) % 1
BLTw3™,

B. FFEH
] 1S 7
1) BEICAHT 2, BERNICHAEL 23 LRS
(v,
2) BEXFEEFICBVTIE, Biid s 0EMERS
MNHEEING,

1) &2

FrE i B iRic R CREOFRMMTH 5, MRI BB T
183 D BEFICHEENEFEL, BERLAL & 5 me
LI REARINIMT 27, HEROSER, kT
X 85 BICFRDZDICN LBETIR 9% TH 3, BEICH
B, X5IEERICBVLTFEROMAREERE
Mmichh, FEROMRICEZERILVE Y DRSBRES
nTn3,

2) fER

BREERT, FRERERMNE) Z Lixdinvwss, B
BRDOBTHIAH I D 72 8 - BfEDRERE - WHMOFERE & %
BILHB, $-FLVERIEE MEREELECLZH
MR, HLEBGRED & OHERE, HE - PIRRER
i & PR GEERE, ¥EL EOFEESHET L8
b3,

3) Al

B4 DEFIICOVWTHERE F L — o1, BEREERkIEE
{LANEARRE, FEiIRERN, (BERETH 3 VvI3NEHE)
FRERaBaR, FrfotleR, FBHEL RN TRETH
(=1, &HHECHT 2REEHR OEHSR),

C. RBIRE <HETHMm

FRLV b
1) BEACHSRTAHFRITE Y,

2) BIHABEDT®, MRAIRXBZR 7Y —=v

THHERI NS,

1) &

ADPKD T E PR mERE (BiHm, < bETH
i, BEZE, BRRNmMEREL ) OFEENBEAL L,
ZOREE LChiim, BEIREBRIIC X 3 SETHM
BHiFons,

OISR DR - —ADTIX 1 %TH 328, ADPKD

T NEIRE ORIKEE D S 2B E TH 16 %, FKIEESBZ
BBATLH 6 BOBHETH B,

OMBIRBH B O HE : ADPKD BEL2ETH 1/2,000
ANETHH™, ADPKD BEDSN & KT 2 L 55D
HETH D™, MEIRERRIC X 25 CHI3 ADPKD B
ED4~T1%TH3,

@K bET MO REEH : FHEHIX 41 BT—RO
51RICH L TERICEL?S, §5, BroFE FE
BOBER EREBSABIRTE LWL,

2) "

OEL : —MRICNATBIRIC S 05, ADPKD Tl ARE
BR & BUZSEBIARI< S\ 27379,

QKEX  KBH/AEL, BEALIR10mm BT TH 3,
%72 30 RUT Tk MRA TREHE OBV EH%
‘1,77)D

ORBIRBHBBEORY  RFAERT 2EHAIDH
3™, %7, 54 pDEFTERENERD L 2, 26%
DEFATMENERBETH 31 2dbsTHERLT
!:)6"8),

3) RO V—==v9

ONR : BIEWEHHEETSH % /2%, ADPKD DZHiHk X
NERETHETT 2088 Ly, -

@FMRA B L T3, MRA Tl 6mm Bl ki
100%, 5mm T 88 %, 4mm T 68 %, 3mm T 60 %,
2mm T 56 %DEIE IR TAIRETH ™,

ORI Y —= v 7BREOMR : £ 10 £OEB THHL
BagBEE 23 B LBREN 2% TH- 2
LH» 6, BIE, BE, KEELZLEDVRI 7779 —
DRVEBETIE 10 FiC 1| EORETHITHSE L)
H|EHH 3, Lo L 10mm T OBIRE CREE R
WIFEATH>TH, 0.05 %/ FEDEIEGTHERTILVIR
HELHBI DS, 3~5 FHIBTHRER TS Z EMNEE
L‘l)72.81)°
4) RBEBHBRBOBARRL S CICRE

OB HRHIEOKRE X : 5Smm KT 19%, 5~9mm T
33%, 10~24mm T26%, 25mm B ET2%456Hh,
Y4 AN BBIRETHRBOBRIZH 27,
Do, REDMEIRERER SN BHA I IR
ARNENT 3,

QI AN I Vv YT a4 VERT2HET 3
L, ABHER 24 VERITDIZ S 3RV, RETFE
BABHZ Vv EVZ7DiEIEvEINTVE?, K
TR, BERE, VA2 7709 —RE2EZRBLEIAT
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BIENBHE, BEHRBHES & L 30 ) R IGRT8t %
RETRETH B,

D. EERam
-reR1U b

1) BRSO RED7-HDEREL 2 D ERERVIET
ZEtbdha,

2) BIREOBER, BRFL - ER2BENC
79 T LEgE h s,

1) HE

30~50 %% ADPKD BHI%EERT 5%, %7- ADPKD &
ZEDOARD 11 %% 5539,

2) ol

BT H 2 BN CHIBE W% ¥ 7o T B H30H
Bicks, MELBRYETEMALS L, HBERBETIR
X h Rtk B 2 EaB,

3) &R

—REICEE, B (BRI — B L - RBEE)
2R3, HEDHICEIRHEOD Y ICLERBIIRFRC
LBB,

4) RA

75 hEHEREIC X 2 BYa% 885, HEDEERR
B30 Tw3ERASE(, BREVEAETELVWEELS
v,

5) 2l A

BELW MBS RRAIC L 58, REBIZLIFLITE
HTH3, MEEERS CBRFAROEENSERETS
5, 17 LEASECH 2 HEkaD & OBBIREUTEE L W2 &
DB, KEINIREAEL L TRIABEHS WD, B
REZET b BB RE L 2 Ml IRt D,
ZTOREIREL WD, HEBEDZ2VIRDIEBETHAICIRT
E2RHBRBHERET 20088 Ly, EFCT °8
faBE DM R AR & hid, BWO—BIE %3, MRI
T T1 EHAESR(TIWID), T2 BREERK(T2WD) Tk H EEF
2L, 35 CHKBEATES (DW) TRESMEZEI
BB X DEEDICR 3, ERLERI T BREK TE
8%, T2 BAEG CHRES, KEAREGR CEESE:2ET
ZNTEA LB, 5 ITHETH FDG-PET/CT DH A
LWEIN TV R, FFERBSHRCIIME CA19-9 H3EE
RRL, BWie—h— L LTOERENTRRIN TS,
6) A

ERERAY I IER P IRIRTE, ERRED & BIBSRNE
bNIFE I ITEP IR R T 5. ONEWHEILE,

QERF L -1, ONRIINEE2S 3, FEWHIZE
BEDE ) HERANOBERELRIFCHSZ LREINT
BY, BRHOEX/ VR, w7034 ¥R, T3
A7V ROEFE LD, BRICRKBEDR=VY V%,
27 70RRARY VR, AINNARILABRTEYHEZBETS
BAbH3Y, B0BETERBRICLD /) o o itkEs
FERrE->TwR I tHdh, BRERROHEIZER D
Fbh 2 BROFBRZIC L Y HEOBRZELHEL, W
EYELERN T LR BLLEILbH 5, TiEY
HaREREH 2 L RERERVETEAICE, BRFLY
F—CWER BT L3 ) HIRE L 2T, RO
BECIIERSE T RERRMN, SASNERN, BN
ELMHBIC B, BEABRY L BlEHMOETNIEHL WS
bdHh, FLir—CoRicmEdmERINBEaCIIKEH
mz5IER-ITAfEELD D, FHEEPIETEZ LIUFE
LV,

E. B

1) FA

FEhaw i BN ME OBEEC & 5,

2) fER
ERPMRDOFRARE 43 2 Liddinnds, EEPMRY
it T 2 BACRMLAMOET,HRD & LT miEe
BEBEHIAEEON 3 BAITE, CT P MRI 2759,
3) 2

90 % ENDEBET CT P MRI K TEZDFRREZRD 3,
MRI Tt T2 BFHEH THES, T1 BREHKTEESET
T (8 12),

4) AR

BWHMOS C L BRIERD 213y F EEHICTH
#7535, AMHSET LHIMASHE L 2 2841013, FHR
ERMPANNFENEERT 3,

F. RE&GHA

1) 3B

ADPKD BEDBEED 21 %, D 13%IBH 5N,
TN HIE ADPKD BE X D bHH,

2) o
BRORVBELHUANTERLZAHT 2BEDIZ ) 1
BRIIKEVWY, PEETORE, BF, MRZ L OER
REALBLIZRVL, RED LSRREBEEEEY
S0%%BA5IEEHEECROONDE, DI Lho, &
ADFERE L TEBOEHBIK & 3 RFEEHOIZ»ICRBH
ERLEREINA TR BY,
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X 12 ADPKD |C& T 3B M
BAREHOME : T1 EPHR={EES, T2 2FABR=9ES
AMHOME : T1 ERKR=EEFS, T2 RFR=1EES
HRAMHOME : T1 EAGR=E—EES T2 B@HRER=8ES
B OMmE : T1 &BHR=5ES T2 BRE=RES

3) 2
By cT B AATSH S, BERBEIZZEEICS

2990 ERIZHNE, A LB kS REE, Rk ED

ER AR TR mCERBRRTH S, ZOEIBEIC

SR E &7 MRIDPERATH 256055,
4) A

ORFRIERZ & CIC TR - KOERORE, REREHIC
HLTFe 7Y =2 r Ly BEHI ORS L L E2ER
4 590)0

@FFEHRRR : 25 2 Whighsias & 2 b SRR F DS
BEALD LELH27,

QIR MATIERE © ORISR EE LRk, BEOX
EIEPIEIC K 5T, FHHETY AT (extracorporeal
shock wave lithotripsy : ESWL), #&EZHYE#A T (percuta-
neous nephrolithotripsy : PNL), FRE 5 (ureteroscopy) IZ &
2 RS R EREL £ ORRENER SRR IR
L2%09293)

5) AfHE
FREEPAZEIC X 2 KEHE, ZKEREDRE ISR L TR 2 S
PN B0,

G. ZOftk

1) B - BoADER

I - oAb oBRaR & U CRERR, N, HURER, 7 e
CICHERAERE NS, SESCBEREPFELTHEC
DFHE IR T, BRBEETEHINE I ERNIFLAL
TH B, oo TIIHERE, IR IFFREAL & Shicds, &
EOWMETIREBEALBEICEDYBEVEZIATL
ZJ 97.98)0

2) DEESHE(DEFEEEZSD)

DR E LTESIEXA, Eigfs X CREIRAFRSHAS
FENRLIZLIERD N3, §iC PKD] BETREE TIHE
WE Fr BB E (12.8 %), T IHFEIAE (25.7 %) A RIS
Hp1%,

3) KEIFEE

HRICEIFL, 2RMETHZ I MBS, S5 ILBENE
FHCIIEEE L L THERORECBEZLOFED
B EEZ STV R 1000 320 | IBENT A T3 iR E
L USRS ED Dt ERESNTE h'Y, Bk
DAE T I > TRIBEEQSEEDEM T 2 WD H 5.

H¥#E2Hic 8\ T ADPKD BFHDOHE, TIMMOEERE
AEBETH 3,
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ADPKD 83 0 BB (peritoneal dialysis : PD) Ha {75
TIREBRROBEFESLT LOB 2w IhTEY,
RBEREDOFEICED PD 2R L T3 LB A0,

HER, BEPILERIEL L 20lE0, BEiRickY
BRI L ZREMBR, S RHENSERIE L OERIC BT
EBRE N3,

4) BENIL=7

BEANN=T7E2RUDETIHEBOAN =7 2EBRICS
3 3 (BEADK 5 fEDHE),
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