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SRUEBRE 2 RIg

ﬂ ADPKD ”‘;’E?‘*%‘r
| EE@scER

REBILER | FRENMEESFEEERY (autosomal dominant polycystic kidney disease : ADPKD) 3,
PED BiRTERICE ) MRAIFEICS EOBERIETEICRE - AL, FEUNOHE L ORSIC L BE L
LAHRDFEORBVEGHERETRETHS. ML & b ICTRATREICHEM - WAL, EITHICS86E
PETL, 70 & E CICHEHERBEREICES.

BRI HREEEERTHY, HINICHE2EET . RRCKAEBRPEESTERERE LTH
TICRIETAHE0H5.

[FRELEIETF - 85% DB 7% PKD1 (16p13.3), 15% D HE A PKD2 (4¢21) BIZFER% 1D,

RIEERE | ENEEEERETHY, BENICERDOD S PKD #ZTICMA T, E%7% PKD B{ZFI24&#
ZR (FHRER) 2RI L, REEMROMMAIBIY, LHETERICZLEELILATVS

SHTE%E
1) PEE#E
ZCREREE DY, EEHRE (BEFE-CT MRl %2Y) CEWTHHOBERKICSRT2ElBE T,
SHEIELTH L. BWRICREEL B2 WHARPHAICED 5508, 2 BEREE ZD bh
NI TE 5.
112 ADPKD Bkt (84504 TP M EMERey [l e S RuERESRI A F o
17 (B2 )) 25T,

|1 ADPKD BHEME (EEHHEAETHEERESRAEMNEY EREFEESREBNBLERS 1 RS
>~ (8B 2HR)1)
. RIEAREDEFINTLDES
1) BEEMBETHBICES 3 BULEEREENTLDH0
2) CT, MRI CIEE(CEWENE4 5 B ERREINTLDH0
2. FREARENERSINTUOERVES
1) 15 HEIT Tl CT, MRI F/e(SBERME SR CHBICE< 3 FUEEEAREEN, LTOERSHBRASDEE
2) 16 HLLETIE CT, MR STl BERMBE& CHB(CS4 5 U LEEARETN, LTFORBIRASNDEE
BRATREES
SRMBLEERA multiple simple renal cyst
FRAEMET > R—3/ renal tubular acidosis

ST mutticystic kidney (SEMEBMERFAMEE multicystic dysplastic kidney)

ZEHBETR multilocular cysts of the kidney

EEFTEERR IR medullary cystic disease of the kidney (ISR 702/ juvenile nephronophthisis)
SEACERE (BRMBRLEES) acquired cystic disease of the kidney
RABELHUSFHIETWAT autosomal recessive polycystic kidney disease
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BESHa#RtRER R ERETEEEE CHY 5HERR

2) BENOEEELEL DR
5% 2 |Z Ravine D Z WM (1994 4E), Pei DFBUIEHE (2009 ) #RT.

% 2 ADPKD OEEREERIC L 22MESE

Fin () HiE RIETRIME | BRETAIE
Revine M3ZHTEEHE
15~29 | Efan' 2 AL (@BHIVEHE) 99.2 87.7
30~39 | MEICH< 2 EULE 100 87.5
40~59 | mHICHE4L 2 Bl E 100 94.8
z60 | WEICES 4 EE 100 100

Pei DBI8ZHTEEE

15~29 | Eian 3 Bl L (EBHIVEHE) 100 85.5
30~39 | EWian' 3 ELL L (MBHIVEHE) 100 96.4
40~59 | @EICE< 2 ElL 100 94.8

z60 | mE(CHE< 4 @ELE 100 100

Pei DERISZHIELSE

15~29 | EERR/EL 96.6 90.8
30~39 | EERIIEL 94.0 98.3
40~59 | EfaH 1 BT (@BHEVEHE) 96.7 100

3) EMcHELRRE
5% 3 |C ADPKD ZWric BT A EER 2 b o BEERT.

&3 ADPKD ZMilcH T2 ABEBLESTICRE

1. WAEEE

1) RIEE  BER (BRBEE30), BEAMM - MmEms

2) B | NMEEE, REmE

3) BRER : WIRNMR, BB - AEDE. MRS, BR, 3E, BRas

4) SRR | IE, WA (BT, BEEBE8REEEZS/ Y TATETD). 0E, HRFE, SBHEICHTR

IS,

5) RIGE | R—RBE. RUE RES/RIVFFIUH

6) EEE  IBYLPF-VIE, HE GFR &

7) EHRIRE  BERRE (), W MR PYIFIS T4
2. BEFSRE

1) MR - FRIGE © BRI ASHT, 24 BRIERC LD BIREEDTIH

2) BEHMR  BENLZT

3) ERNAE  MHSHIBKEE (MR), JVE1—SHERY (C), LRSS RAE, ks

200



4) ERRE

SREEE | B LA OO OERYEEHREE. EE 1lan UETHNIEIBEREZFAET S Z LA
TMHETHA. BROBBORE, BEHoKE s, BEaoaeE, K - BEE - ME - DEoEREEROE
2T 5.

CT, MRI: BEEMRAEORIIRIHE. ADPKD O#1TE O FF M 13 B X ) BEMTIT) 139 2588 T
HHLEDMEINTEY, BEHAEICE 2BBBS ICIEEM CT GERRLETIEIZY) H50iE MRI A%
BYITH 5.

FBMRFZPIATZT74 (MRA) | BERABHRBOAZ ) —= 712979,

5) &Rz

SRMEMEEER, BREBERMESERS, SHEELE, FTReFrES REERE (ARPKD) % &0
BT RERBEZENT 5.

6) BEIETFEHT

EH%E??&&H@1Rﬂm@ﬁﬁ%ﬁﬁ@@%?m&< FIEMZMOFREEFRDO LN TV RN

, —HZHIZ ADPKD 2% B L Lz fizFRERTbR V.

7) J'J\ B/ 5 ICEFEB TORHE

ﬁ%&éﬁ&#&wﬁﬁﬁfm,m%&6@K%¢%Kﬁ¢é@ﬁ%ﬁﬁ%rﬁ5ﬁ%w&&w LAl
MRLGLICEEEPLCBMEZRDLEELHHE, AR EzRIEL TWaHBEIIEFNERE

EURTHERBICERIEAKE 2B L, i%%ﬁ@ﬁ%&%%&ﬁ BHLHI LN, —BRERBHELTO
1§l 58 LR IZAT VS, &wﬁu%ﬁiD*b%ﬂt%ﬁkﬁﬁofﬁiwaﬁbha

3. BF

ADPKD DRI 3,000~7,000 A2 1 AEEZ 6N TWwa, AFEOBITBEICBIT2EAFEBNEEST
E2~3%e s, MANLEREFEENEEERZRL, BLER 2. PKD] #EFERSE L, &
D ADPKD & D 78%\% PKD]1 MIZFERTH%. I —1 v 3Tix ADPKD DO 85%%% PKDI &{=F%
R, &Y 15%%5° PKD2 BIZFERTH S, Hi?D CRISP MIEIZ BT A BIZFERBITCHLRBETH D,
LROBEFREZEMTLLDTH o7z,

4. BERREISE
1) $IRER

BEA LD 30~40 B TEERTRET 5. BENLIRERE LTIMER (RICHBEZ 525 AR—
VLB HDLEEL) OWRMMR, B - BEHRN, ERWEL CxSFoN. MENCIIRER LT
EWMSNLZEME D WRIER FTR) &L LTEETH 5.

2) BIER
OBERIER

B REBIUBHOMMES 5 IEIEHIZ L AN BEERO—DTH L. BUDOBEL, i
BRCEEAORY, REEA, BRENAFREL 22, BHEOKEEIE, &0 BEERIGETLERNICS
FHREOHECHEMMOEROEF IVFRERE 25, 22 LEROESICX 2 FHCETH OB BIEERE
LLTHRESNAZ LD Y, BRORBEL $EBROMLOEELHELS L OB/ TIRE V. HEMIIE
fEsE (% 60%) L OVIER (19 70%) OFNEv. ThooBEMEMICEHRT 2%ERIE, BHIEIEAF o4
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EEHBE#attRERRMAIRETERRE IR Y 3 REmR

FRIEFSEFEETI Y PO — VA RETH 5.

SRS - BIER, FEASNE L ETT AL, HEEREET 2720880k, HILEBERESE, K
KEEETS.

QREE

AR : BIRMIFRZEEOE VRREYE CHREKAFIC 35~50%DEMTRO LN S, L EITHRERE 2
BZedda. F0HE, bEDLMBECECERZRET AMMEDSOMI, EROBRIRME %
EDOTRE~NFEHTAZENERTHA. ERBEICIIFBMMROIIZLEALIE, KELHLBRRZED
RIFRGE CHELUAICHERT 5.

BHR: FERERE 25 L3R, BEERRICEETZIENE .

QERERE

BRAEE | AREEBEFEFZEHCBWTHRBRIBEEZ X7,

HRFEEBEDET, BARAL  SH~EHROBRICE ) FEASHE LS T, AREFRAEEIF 70
YORBOIDIZIEETH A, 40 RED O RIFAEMBEIET Ligw, ZOETHEEIXFEH 4~6 mL/min/
FLlvbhTwd., FREETEECERETLIEFLLTTROEAVHIFON TS,

1. BEEF (RE#EETFAH PKD1 O3 PKD2 & ) ETHREW)

2. SIE

3. RE® (LR, EAR) ORHHI
4. B

5. BEOKXE 2B &L UK ETORE
6. ZELEX

7. BBAR

H

5. B
1) ADPKD Ic349 % 3EH| DERERIA

WIE, BREZEERF IO L ERT 2B OBRIERSITOITWS.

NKITLo2 V2 ZRGFERE (MULAT5Y) BWETVCBWTERTTHMT % cAMP ZHL &
, WRER 2GS 5. EFERSE NAHERGE (Tolvaptan Efficacy and Safety in Management of PKD and
Outocomes (TEMPO)) 7%, #THTH 5.

YRKRIFYPFOT (AVRLAFR) I VS MRS F U ZBEITEE L, cAMP ORELZHGI L, 3
RAER 2 #0fI3 5. BERIINCOFERICE T 2R IRD 5TV 5. B CTHREMESRETD
NTWa,

mTOR ER (¥AYALR, TAAYLAR) : PKD 8% 7 V7% & TFIC ADPKD && THBHERITERD
WREMFT 52 LA MESH, YO AREIARTY ARDBRRREDSEMNCTITbNIA, S K L
FREET 2 8ET 23R ERD SNk do 7.

2) ETEMHT ZE
ORERE
BIEEHS 2 BHEERMEOSRE & ) BREBLEEIEC LAM6ATE Y, MY 2 RESEIR

ETEZNFT 2 D20 TEETH 2.
@BRIK DFIIT
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ZRIEBRB2 MR

BRLDERIZNY TV ¥ %4 L7z cAMP O¥MAKIBERICEE LTV 3 2 L, KSEHIIY T
VY YOG ET 2 BFEIIREATE Y, AGEIZ /AT 2 EZE Lw. LaL, BROK
R BERERZ T2 Z LA THER STV AN &, BEEET 2 MEERET 15 21841
uﬁﬁ@&N¢ME%%t6¢ﬂ%ﬁ%&5®f,EW@%&@TtﬁaztﬁgiLw.éetmmm%
BEBLERTH ), RESALREBBEOFHOLDICL, Pi & bBARKER EONY LY Y05
DREAHERF SN BRITET 2 L9 2 EFEEEILE L.,

@EQHIER

BREOERNFICEOHBEITONED, FECBITFAENEEHT LT R, 727405 L L E
HOBREIUIIEZ 2 2 L p5iEiR s 3.

6. SIHEEZDXIR
1) ®BME

50~80%IEHT 5. BREMEOLVWEEPLEDOLN, REEKRIAEESMEL )L, AT
b BNREOHETHLNS. REELTHL=Y - 7Yy I45F Yy y - PV FZXFT Y% (RAAS, renin-
angiotensin-aldosterone system) D B5-255 { RIE XN TH Y, BRHOEREIC L ) FHOMEROEES &I
£ % REIM R BB ERBEE 7 &A% RAAS ORIEL & 72 o TV A WEEMED D 5.

B ETRESLETH Y, HAENE 6g/ B BEL 5. BEEEEHASIE A E &
A4 FZ74 Y295 T 130/80 mmHg KA E N5, BEEIZZORIEIC RAAS AX b %4 -
TH D, RAAS DRIERIHIR SN 5. [EAEN IS OEITHEHEHEMEIE OB R T, ARB (angiotensin
reteptor blocker) 1+ CCB (calcium channel blocker) & Ml LT e x B S RREND VT & 2R
SNTHY, BF—BIRFEL LTARB 2#3T 2. BEAGIEREOELEMIT 2225 20H 6274
TEFYRF%v. DRIEOBLTHPERR, METLVTI VROBHICEMESZDONTEY, B
%K@E%%%ﬁﬁ@%ﬁ%ﬂw%@ﬁﬁwéhfw%.%@tb*@fﬁ%EﬁEl%ﬂMmﬂg*ﬁt
THZLERERISA TS,

2) Ff¥ERa

PR RS R CERLDBF R T 5. MRI BHiTidf 80% 0 BE ICHFEMATEEL, ML & bic
BEBFMPVEMT 5. FEBOBEEE, KT 80~90%, BUTIIH 80%Th s, BYEICHE L ik,
SHITRRERICB W THEROYKIIESE 2EmCHS.

R L EEEERCIREREZ M4 2 300D, BRERECERA MO, OICatoE - T8
RMOBRRELBZEHHbH. FF LT, HEESEIC L 2EPE, HEEBBRED D OEER
£, B - FURRIERIC & A FIRETCESE, B2 CONBENEETLZ L5555,

B N L — DA, BERTORS | & LA ARRE, IFEIIRERR, (BEEESIT 52 v I2MR0) T
FaBIRAT, ok, FBHsz b ZR IS,

3) HMERE, <HETHM

ADPKD TiRMmEWRMERE (RHMm, <HETHIMO, REL RALSEEL L) OEEF—EL
hE V. BRI OB, — AL TIX 1% T 5 %%, ADPKD TRMBIRE ORIEEND 2154 T% 16%,
RREGZ2VHETOIH 6%OBBEETH S LHESINTVRE. 86 T MBIREHREOHEE X, ADPKD &
EEWTH 1200 A -ETHY, —RICEHSTH S BOHETH 2. WEREHEIC X 2R 1T
ADPKD BEH®D 4~7%Tdh 5. { bEETHMOFIEEMIE, FHERIE 41 BT 51 BIZH LTHEEI
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‘Eiﬁ@ﬁﬁhﬁﬁ%ﬁﬁﬁ%%ﬁﬁﬁﬂ%ﬁ%E%?é%ﬁﬂ%

BV LR EPRESN TS,

MR B E LTI, —RRICAEIEIRICS 4%, ADPKD TR RRMENR & MZGEBIRICS V. K& S,
WS ¢, 3EAYIE 10mm BT ThHA. MBIREHAEEOMEL LT, RAAKRT SEMFD
3. % 7 54% DR TR TEE DOBIZ, 26% DEF TMESFEFHEETHLICbMbOLFHERL T 2.

2HY == EE LTIE, RHNAETH 520, ADPKD OBHiA % ShizkmaT MRA %
FEa0fEz v, A7) —= Y 7HREOHEI, 10mm T OBHRECREESZVWHETHoTH
0.05%/EDEETHETLEVIRELH LI DD, 3~5FHBTREEZTHILAEI L.

FRRNEIREDRBERL S CICAR | BEMBREOA S £1d 5 mm KT 19%, 5~9mm T 33%,
10~24 mm T 26%, 25mm BLET 22% LI #iEND Y, T4 XM RERECOHROBRIED 5.
= D7 R BERMBIIRE AT S A AR AR T 5. BRE L TR Y Yy By T e
4 OVERR R BT D b, SPHERTA VERFOF ISRV, RAFRIEBNRG ) v €Y 7OEHE
wEEhTwa.,

4) FERAREF

30~50%® ADPKD BEZ 358+ 5. MREORED DG E 2 ) EREHRVETILHY, ER
BEED—D2TH 5.

IR —RRCE R, N (REMEERIC—EK L -RRNEE) 2R0n5s. KRR 7 ABREREICLS
8y AT

%ﬁiﬁ%ﬁ%ﬁﬁﬂ;éﬁ,RE%@L&L&@&T%&.mm%%&awuﬁm$Mﬁ®%%ﬁﬁm
Thb. HESNLHEEEL LTHABEL SV, BREEVETI L DY), TOHFREERZHZ2ET
R e L BB F LS — Yk BRI ) O L AR S N, B CT TORMBEOMEME,
MRI C T1 #FEE (TIWD, T2 @G (T2W) TLHVEESEZEL, 2o CHIGERER DWD) T
EEDSHEASNESINE L DHEPIC2 S, S 5ICERETIX FDG-PET/CT OFAMELHESN TV 5.

s e LCid, OFEAKRE, OFERFLF— Ik, ONBMERSS . FUERREEEDE)
ﬁimmﬂmﬁﬁﬁﬁﬂﬂﬁﬁ%tﬁ%énfﬁb,%/uyﬂ.79D54F%,%F?ﬁ%&UV%ﬁ
3 LWA, KEEOR=YY YR, 77 OAR) YR, ANVSRILRRERSFENLHE LD 5.
5) ¥R

PER M 1 BRI A ORGSR T & 5. M IURAERT 258101, CT ® MRIMREE1TH. HmL7
PN MRI T T2 BAER CHES, TI BREEGCEESZ7T. BREMOS (IEREED S VIE
Ny FEEBCCRET . GMASET LEMASKEL 25 &) 2B REHRERM LNV FHEE
By 5.

6) REEER

ADPKD 2EDBHD 21%, ZHD 13%ICBHONL LW RENH L. AR EHT2BEOEEMIL
KE, FEETORE, 6, ME2 EOERIC—HEALEVEZWD, REES L RRBEFEEAD 50%
TRALEIEHEEICRDOND.

LW B CT 2RO EATH L. BEBRREIDIEICES S, SIHETDH L IREEMZEIC X 2KEE, K
BIRICH L CBEEA LR LT 5.

B RGEROEYE, REGRCHLTTOT) ) -V s Ly BRAIORS R EXEETA. FRR
HERE LT RO RBEAEE L ABICHERT 5.
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£ TE m/ﬁiaf’r

7) ZOft

OFF « BUA QTR : IF - BSOS U O, B, PiRE, < b &I H BERLATER & B 2,
ZL OBEREBERTS 3.

@OLREHHE (DEABREZSD) | £, MIBAS & OABIRAEERSENLIE LIZZOoND,
( PKD1 A FE% TEEHFAYFSE, MBMmEE EEIS .

Q@KRBEMEE : BEICAHL, SRUTHIZ LISV, X5 ICEMNTBE TR & el LTRSS 0%E
RPEZEEILOHEESE .

@BEENILZF .Eé«w:?%utb&?%ﬁ%@m»:?%%$ﬂ%ﬁf%(—ﬁA@%s%oﬁ&L
GORBEHRRIE - SRICHRIBEIEES ) Z L ARESA TV

8) iR

Bk, UL DICREALIZIZAKTS ) MEER 272352 L 3w, HE, HiR, HEZDZ5 20~
0 METH, ME, Bk - FREIERTH2I LS, HEAL AROEEEBE L5 2 L3S,
FEL 2501, OIS XY TR - BEHAER LIS 5% 2~ — X SRR T X v, QFEE, @F
ME & 2 RS IMEEDEHTH 5.

9) BfHEICKT BIEHE
ORFEEIAREIR T
A. BEIIRERRM

Pefa 7 H 35 2 Mk 2 KW+ 2 = aL;Dﬁm%ﬁméﬁ%E%fﬁbhfw%o#%ﬁm%ﬁm(Mn
scatheter arterial embolization (TAE)) T 5.

%hﬁﬁﬁ&hﬁkén,Eﬁ#smmUE%ﬁwﬁwﬁﬁ%&én&.Rﬁﬁﬁ%éﬂfvf%,ﬁﬁ
WECBERANDPFELGE, BEERESRLZLEOTROL L I2Fbhs. EMEAR THo>TDd
PRAFRY BRI TR M AGBIET 5 35412 ISR D/ % BIRMIZAT D = & & Hb.

B. FrEIARZEAR{

FERFEBEL TV EHEPEVEIETH S, BEEF A FT TS EIERT| & TEACANE AR, EiE
ST HEMN, SERBEERMN L FRSWBRHOE, FRML EDHNFBIERO B 2 2 FHBE LS 2
TiTbha. SEOBKEREGRLEROEEEDZ VEFRTIIHENZL , FAEES By
&2 2.0mg/dL LLE) TiMICEBCHFRLIETT 27 DFESBEL SATH D, BEERNR | PR/
RGBT BEICHSNTZ LA EBAN 28 EIIB LT V2. T FERARATLZ LI
Lo TR R BREFBO AR EFE SN D,

@Hgﬁﬁﬁﬁ-ﬁwﬁm

B EE S W TESEFIN 2 VIHE ] & O SELEER S SEGERHENEE SN EHFTFHENS
SE R B - FFYBm OB & 2 5.

@HFBiE

OMFHREE R ), FASKEIBHEGIEREC S 5F, il - REMRRLELIFERIC & 28R (A& -
FITHEE -  KMEOEE - EHBMEFA - IFHREE) % 4 & |0 H %4 &GS (Activities of Daily Living :
ADL) ZHREHICHE L CGERASIRES NG, BHEBD~OQEII %542 = EDEB VT, BRRYL
WH—BRNFLEREIZL 5 ADL 2509 (R TIEIE - AR - BEENEL LI0L2) KERBEOIE
PEEBHRAREIC O DS, FHicldlEA Lo I RS s 5. FFBIRERM %2 L D %1TT 5%
BUFEABEOBERBELHERL, BEEME SOICHLToTENH2 2 L IC8ET 2. Al % A A

(7))



LSRR ﬁﬁ*%ﬂﬁﬁf%?%l_ﬂﬁaﬁikﬂﬁ?%ﬂﬁﬁﬁn

LMW - EFBHL D 65~100%Tdh 0, HHCRE, FHOEDE, BOohsHr57 FOBFEET .
R LEAREEZEH L TV BB TR N+ — 12 L 2 SR BESREOEREL 2 5.

@EBIE

FRERETH ) BRERCERTAI L2020, BBHOLVWERTH 5. EEBBEOEEI,
FF—%% ADPKD IZBEL TV a2 &) PEELFHEILETH 5. T 7-HEIIRE D 254 X BRI
ERLTEEI PR, FHTETRIEECREVESIRRCEE @ICEE) 2B+ 5. 54484
EHEIL 5% EBRLTHBY, fMEBEDEIIZ .

7. Fie, FeeREgy

HREOETICHMST2EFLLT, OBY, OPKDI RIZTFER, OREER, OBME - FEEAD

&b, OFEROEH, ©4 U LEDERE, QRRMME, OREKEL, OBAR, OBERL L1 ST
bia.

8. sE{EAES

EFH T, MWMDE@?éﬁﬁﬁ%ﬁ*%@ﬂ%%ﬁE@iﬁ&%%%%EQTﬁ%&ﬁLtﬁiﬁ*
B, BRHBGRZE & BEICHE LTy 5. ADPKD TIRBMERREE % X -3 DIAT2 & B IUE & 5HE
Eﬁ%wtb.ﬂﬁi%#6®%MFﬁﬁﬁkhi%m&%%ﬁ¢hﬁmﬁﬁﬁ?%®%%,é%h@%g
wmx&wwﬁéﬁxﬁﬁﬁt&%ﬁ&ﬁﬁﬁ?hw,ﬁﬁﬁ%@?%%%%ﬁﬁ%iﬁk%(&é.ui
@ﬁm%%ﬁttﬁif,szk@%ﬁﬁ%%Lt%%mﬁﬁﬁawﬁﬁﬁu;%ﬁ@VtuVﬁﬁﬁb
NERETHS.

B ARPKD iEst

ﬁ%ﬁutﬁﬁ

FREALHZREMEBENE (autosomal recessive polycystic kidney disease, ARPKD) (%, PKHD] #{zF2
CRICLY, HAERESOBESEOWEICLS B I DIE R & JBE B 72 S OO PR B B 0 i6eq b %
abﬁﬁﬂﬁm%ﬁbéﬁhﬁiﬁﬁ%ﬁﬁféé.ﬁﬁ%ﬁﬁ%%ﬁﬁ%ﬁﬁf%%.

B

1) —RRZHA %

ERNICRI I -FREARLHETS SHTCERTHS. BRIZEENE 2mm £ifT microcyst & FEiE
o, BREVS &) REEOHENFETHY, U AECEET 270 OIFTIFZ L LiEra—1gTidk
{& ERCET IR 2 0PSB T B WIRTHEZ TE 5 4 DI macrocyst & FEAAS, B4 2 cm LU
Ta% . ﬁ4LAmmDLLwa$ﬁ%&%ﬁ BFTR%/RY. —#RIC ADPKD BB % R4 6 b
Aois,

ﬁﬂ%lﬂ—%ﬁtﬂ@®$ﬁ$ﬁﬁﬁéh@ DUTNIEEN TH S, MEOERELEETH A5, &5

T@ﬁ?@®ﬁﬁu*&<,ﬁ%«rnzﬁk;arw@rggaa.mﬂhggmw#ELam;agﬁ
‘gﬁﬁﬂgﬁﬁéé.tﬁLAmmD@%i%ﬁﬁhf&ﬁ?%%ﬁ%&h,Wﬁ@ﬁ%ﬁSM&uﬁtﬁ

'e\'& |
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SRMEEEZRIE

324 ARPKD BT 32HBENLBEERE
IS — 1 | SBEEBILA

2HOII—EBELR

REBERFNHEE

DI O—MiE%k

BEfZ 2om LITOBEENHE5ND

NF—2 2 | SHEBIEK

FICHEOIOIEBE LR

B 2cm LITOERAHSND

INT—2 3 | PEEOBIEK

HECERULCIO—HEELR

BhaldH STEN

FREICSVTE, BROBEERE (F9H5, T
J—BEER) BEHEHTHS (I\F—r2L3).

W S OEBRO BRI B L 5.

2) BAHZERT 2158

BFERECEREZBOIRBEISEEEL, TOVTHLNENDHE 2 5.

3) BIEFZHT
BEFRICBOWTTEERIT N T T 5 4 THATICED  MEN 2 RIZT2W 2 &0 TRIZTF SN T
THHY, BRELEBAOEEIKEVI EPERALLIN TRV LR ERLERETIRITE A LT Tw
Z\,

4) PEREHE

BRI L A IR Tw 2 BT OIHRE R 5 12K T. 1995 4E 12 H AFHZE S AR L7 ARPKD O
BrAE#E L ZIZA LAETH 5.

# 5 ARPKD DZRfiEt#E
1 [CI0A T 2 D—EBL LZERHDIHEIC ARPKD LMD,
1. REBEFOTHETEN USEEZR T RENBEREERR
2. a) MHRICBERZERDEL), KT 30 B EDBE
b) BFARE, £tFRE. BREELECLIDEETNDFREE
c) ductal plate DEBZRY FHEHERMR
d) FIESHIC ARPKD SRS NIRRT
e) MEIRDITHRE

(98



FEGBE# R R RARERETESRE CHY 2HEmR

5) REEEF

Atk 6p21.1-p12 \ZFFAET % PKHDI (polycystic kidney and hepatic diseasel) T 5. £¥ 7% EBEMIZ 1
MbOTE—BEFHFRETH S Z LIEBEFNIC LV FRERTWE, ZOREFEWEIT7 74 7O 25
v (fibrocystin) %7:13KY 2 F > (polyductin) & M:Eh, Mz 1 BEETAL 75 —BHTH 5.
PKD1 - PKD2 SB{=F & FIREIZ#TE (cilia) ICRIET 5729, ciliopathy D—2 & EZ b b,

3. B¥
10,000~40,000 AIZ 1 AT#®H 5. PKHD] BIZFEROEEIZH 045D 1 LHMESh TV,

4. BRPREUEHEY, JRIE
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