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ERNAZFRE 152 38.5% 35 23.0% 2 1.3%
ERRAE 53 72.1% 15 28.3% 1 1.9%
FFEIRR 44 80.0% 14 31.8% 4 9.1%
FF#g4E 13 84.6% 8 61.5% 2 15.4%
FrEnARER 11 — 6 54.5% 0 0%

=1 ARENGEDR b FinE. SHHERER
BEMR 5 FRGERTERANBERILE] 29.2%, ZEREEM 72.1%, FFUIER 80.0%, FFiEiE 84.6%
THoT=. NEBIAEICLEANNHBEERTREIRNERFTH 1=
BOHETEIBNBERRSIT 30 Fl, EREARM T 15461, FFUIBRT 1451, FFBHET 8, KFE
IRERBEET6HIRLN, BHERERIZINEN 23.4%, 28.3%, 31.8%, 61.5%, 54.5%TH
271=.F 1= Clavien 738 Gradelllb I EDEKXTEHEILX, ThTh 2 H1(1.6%), 14H(1.9%), 4
51(9.1%), 2 H1(15.4%), 0FI(0%)THo7=.

ERARTERES]  38.5% (n=136) 56.6% (n=81) 12.8% (n=40) 0% (n=12)
& = 5
A Lo Eﬁf . 64.6% (n=34) 82.5% (n=26) 0% (n=5) 0% (n=3)
R)—ILT I
IH/)—I 27.8% (n=46) 41.2% (n=28) 0% (n=15) =
/APy 37.8% (n=34) 59.7% (n=18) 20.8% (n=12) 0% (n=4)
EHRGZL 0% (n=22) — (n=11) 0% (n=6) 0% (n=>5)

% 2: BRANAFERESIORER - FFIGABENE 5 FiE
ERNBEEFRECE T HEEEERIRD 5 FRFEEE, T4/ —)L278%, T /X4y
37.8%, AILF IV 36.7%, EERIEK 0% HFILZEL 0%TH-T. THICHLAIILTI D ZH
FA U T=fERIE 80.0% & LLESHIRIERIFTH o 1=



ERER 53 208.6 = 110.6 419.3 + 869.6 20.3+19.5

FFEnkx 44 335.9+96.2 1358.1 + 1839.0 26.2 +19.8
AR 2] 13 1103.8 + 579.1 14521.8 + 15846.2 51.5+ 38.9

& 3 : HVEIESAR R F T RUE
FHFAERE, FOHNE@EBRATREY) . FTHNRERBRE L ICEBREARN, R FB
HEOIRICFMREOESWEHKIZTERF LTV .

5] 26 271.2+118.6 802.1+1112.5 30.9+23.8 9 34.6%

EREEGERDT 27 154.3 + 65.3 86.4 + 315.2 10.7+ 4.4 6 22.2%

&4 BRAABH BFE vs BT FHRE
ERAERMNICHE T HRE S EEREGEE T COFMBEELRT 5 &, THFMEM. TI9HmE,
EHMEERBRELERRETTRIFERETH 1= . EHERERLREFGA, 1=

EEREEMN 79.0% (n=22) 79.1% (n=21) 20% (n=5)
FFEnRR 77.8% (n=14) 90.2% (n=21) 75% (n=4)
FrstE = 100% (n=3) 75% (n=8) (100% n=6)"

% 5 fiizAl - WEAEEDR 5 FHHEE
RRBICEMRD 5 EMGEERELET D E, 1 RIHT I2ERARMN 79.0%0=22), TE(ZXT
BEFEIRRAT 90.2%(n=21) , ME(=xtT BEFHHE 100%(n=6,BHESHHEIZ L D REAET 2 Hl LBk
ONENTNEREHRTHST-.
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2551 iF2ERY (Polycystic liver disease: PCLD) X BMEREETH Y, HFHEEOEEERE
DIDICHETHEEZ LN TS, KFIFRIETIERARIED PCLD 25 & LzZEN A
RS 4 VREDS, B BELVEETEICETAMEE2To72. EEEEL L TERE
BIAGHMERE 70 & DRREEED D 5 7%, BRRENRLR D -ORFRBTIIHRLE L TR,
PCLD BEEDERZET A ENINTH L0, BEEBEEZZZTLIEEI DR, PR
BEEDNBRE S W, F00, T4 T4 v EOBERBEHOEBI R EINTELT, £
DIEEITFRY ORETITbN T3,

ARIFZEPETI1d PCLD OEFEICOWTEET v 7 — MRER T 7. ZOBRELINFTO
WGEICEIX, HEBEETORIIZHITS PCLD OBEELS, HiE BRIIOVWTE LD,
5 F AL ERBRRPHNERBE L EOI YT U ALRVOBVWIHEDR WD, RSETA
FSA UV TIHEROEREL/RTZ LI TE LW, PCLD OZHEICH20), I L CHET
ALbDEEZTNE,

20134E 3 H
JE A S5 By B R TR e AR JE S 3

[Z 5D RIS BIHETA FT A AR BN Z 8] B
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(R A KT 4 2B BEELIIONT]

ADPLD (& #:t itk Bt IER)
PCLD (&5 M4EFT2ER)

ADPKD (FHGAErES M)

ARPKD (HHtfHitL 5 naEmy) FFRAETE

CHF (JeRMEFFHIHERE) F—5E SRR | IR B A

Caroli /% BRI R

JEE /N BEEFE (von Meyenburg complexes)

IR R




1. HBWERER
R EREN, ARRLHOME L EFRICERKE 2. HERE THNIZRND
BRVPZBHFET S, FEEFI2 20D, BMTHS.

2. SRMTE[™OBHE
FRICZBOEBIRDPHFET H. FICEEICBWTHEELRERSD 5. FEMRIZEEHL
BECH S22 ), AR ~FHOHBETEEFICBVTZFOHPARE SHHAT 5.
FREROER IS REREIBEE-> TV ED, ZOHEOBMITEREGENRSBEERT
(ADPKD) IZ&PEL 722 RMFERTH L. T USNOHEBITEERZAFLTELT,
R EEL BIEITRE (ADPLD) &%z 6515,

3. KEEs" Y

ZEEFERIIEEEREREDO—2TH Y, HEOKAIIERILFHT S ADPLD, F 213
fgiz b Bl E T 25 ADPKD 8% 5. ZDEWII»HD 5T, LHEETFEROBRBIZE
TEY, EROLZVEBEPZHTHLH, ¥3RICEEDERISRONG. BRI L 2 FE
KICE W REEEL Z2L, ICELTRMENH L. £72, ADPKD TIZBR AR5
EBERED) AT PHEART 5.

ADPKD 13 fF#HEE £ #4522 (hepatic fibropolycystic disease) D—2>TH D, Z D
BRI E B ASESEMERT (autosomal recessive polycystic kidney disease:
ARPKD), SERMIFAIHE HL5EAE (congenital intrahepatic ductal dilatation: Caroli %), &
KIMENTAHMEE (congenital hepatic fibrosis: CHF) #%& ¥ #h 5. L#L, ARPKD, Caroli g,
CHF OFEITHE B~ EEIIL L, 72, ARMICIHERY DL L2 LhnR L,
Z OESEBT ADPKD & £7% 585 0% . (MEMO-1 [HEEER] £8)

MEMO-1 [REEFR]

ZHMFTER (polycystic liver disease: PCLD, PLD)
HEEERETNEILZBREFEENAEIDIEVVAREREEZEZ 5NN, SRR
ERHD—RINERITHD. EPRE Web [CHDITDHRERTIELHITER, SEBUTK
B, LRASBRE SEEFERESEOCHZBNELSNTLS.

=AML BRI ITRE (autosomal dominant polycystic liver disease: ADPLD) =%
FRICIFLREBRBZHDOEVSHEFEROEER THAN, ADPKD [CHofc®
HEFERONE UTHRVLWTWSXED'HS. Fic, TDOERZ Isolated ADPLD,
Isolated PCLD, &Ffc, B(C PCLD EEEULTWVBAXEBHD, X >TLIEL). &K
4 RSAUTIIFERORKE UTEWVWS. RRECFICOVTIEERTS.




HREEREMSRMERE (autosomal dominant polycystic kidney disease: ADPKD)
BLFEEICLDIABREICZHOBRAETHEICRE - 18U, BEUNDESLDFE
BICBEENEUDBCHEECHD. EBlREFZESChZD, . BiE, B <
PECHFRTD. HFEROEEFLEICEL, RERCEIHERMEMEDEHFDEE
HNTWVD. FEEDSHWLE(CAERNARSND. sFHlldER.

AL MLRMEEIAE (autosomal recessive polycystic kidney disease: ARPKD) ® &
BREFLSHECONAZLDECHLREBERERTHD. RERMICKDEER
Bl FAEREATY, ShIBHARU(C AN, PIREDRME(CEBERBES RUBEE S ER
FIEWEBEENERZEK TS, WEE LT CHF, CaroliiREEE T HEOND
5. BREROEFIBEEECTHD, BESRHEEDOEBRRILEICKDEFANRY Y
WEFEDBRE - BBEDEFHIVHEAT D, AERNEE - fOEERICKD 6 BELL
WTIRLL, FERE, $RHABOEEFFD0%N 15U LEETEET DN, 20
FTICKHBARA2R(CBITTD. YEHNEEDERFFITITAHRH#E(LICHE D FEZ,
IRETTEFEDERDHIRT 1, RERMICHERZSRD D &FAEL. ARPKD (&
ADPKD £b# (20,000 ~40,000AIC 1T AN) Tdohb, EETHD.

SERMEFFRMEE (congenital hepatic fibrosis: CHF) & 7
Ductal plate DFEREE(CL > TEEUCMEERARICEUDEEDRH#EEER S
NTWd. ZOBGERGELEALIEEGCHDIN, BEADHFSDHESND. &
HFRIUFERTHD, DHAETEF2000FEENRESNTVS. FEKRSFIRETTE
([CRDHEEHMERFEETHD, BB, BK FUENETEOHADERFRESNG
W ERZL. BRFNED SFFEHRICEMIND ZENZVA, BO-60mAFTD
MADLWFRECHESND. BESWETERICLDD, FBEEEELGDCEEU
T, FHI\EEE FHIRIFESEOEENRICNTVD CEDEF SIS,

SR MATRRBEHLRAE (congenital intrahepatic ductal dilatation: Caroli %) * ©
AVWHFARBE LNV COEREDEHRESICERT S EEZA ST, BRI AVFRAEE
DXE - BROWEGEZZE T DHEETHD. HEFEAAIL 1 ABETHEIFEL,
B80%NMB0RICTEDEITICHREIND. DHETIF200F|ZENTHREINTVD. B
WRICIRUCBE SHIEEFRE U CWLD s, BTHDIEEREEZE LT L,
HARfEA, HEREEEDREZS | IERIT. HEXRDIEEF30 ~45.3%Chd. &
EHAIRICEAVCEREESCUCRIET 27 —AD%L). CHF &4 CIFRHELDRE
REUTEUDPUMRETTEREDEHNEL <, BHES U TBERIEDHENSL). 48
EEUTEHIBNERESNTLD. Fic, BEMIEN2.5-16WICHRETSHIE
BHISNTWVD. ZDfth, JEROBEEICH DD S FHEKFZ K DIEFITERH H5ND.




IRt 2 ERMRE (hepatic fibropolycystic disease)

ADPKD, ARPKD, Carolif®, CHF [FEEFHES (ductal plate malformation)
[CRDODFFREEROERESR, BREMNZRIEZECHDON, INLSIFULEFLIEESH
THCENRBRIN, BECTIEFEDERBEEUVUCEASNTHD, HiRHELER
MEREBEMEFTD. IBE, Carolif®ld CHF O—BRESNTHD, Carolifw,” CHF
(& ARPKD ODFFEEBREEZEZ DNDKLDICHEO>TVD. RS ERMEERRIC
fpEEERE (choledochal cyst), BEEMH/IVEERTE (biliary microhamartoma,
von Meyenburg complexes) ZZ¢, FFREERHEESERMERZE (hepatobiliary
fibropolycystic disease) EMSC EDGDD.

4. wEREEAREY

PCLD 13#I#12T0.05 ~ 0.13% 2R oM %, HEMINLFRETH S, HAFIED PCLD
I HEEEE S ADPKD & B #ig 2 AP L7\ ADPLD 2% 5. WM& QR KEETIE
B2 bh, HRBIIBPTVS, EROGWEENEZETHE25, 3 BICEEDERIRS
nas.

(1) ADPKD?®#

BRI REE 7 2/ L T\ 5 ADPKD B & HZ AT12,000 ~ 4,000 A12 1 A & v ) BEE DS
HINTwa, MABEICZBOBEAETEICEE - BRL, BRUIOE 4 DI
LEESELLEREREETH S, FICHENBRE, HEARYE, KBhBEEL CWE
b, BREIZESICOZD, i B OBE (SRITER T 5. ADPKD (2817
LIFEROEE L &idmes, ki ERTOEEE, BEEOEEEICIVEMTS. B
EDHW L LIZHERSR SN, FEHITIX15-24 D58%, 25-34 D85%, 35-467% D
MW I CFERLRONS. FEBOEEILEICE V. FERCIFERSBERMER & 2
D, EREOTERERITESS CICZEATEA FRAVEYOFERICERES 2 LED
NTw5. ADPKD TA: U 2 HERIZEEEBNEBRBEOIREENKRE 2olzb D72
EEzZHNTWS, T74&bb, ductal plate malformation D EAL & L T i LB FAE D jH
BThHs. (MEMO-2 [BAEXZMERIZOWT] R)



MEMO-2 [REFHERICDWNT]

Ductal plate malformation (DPM)? ®
FRBEEERYE 8 EE, PFINEOBEREMCELCLIHFMERNSELET D.
FFEFflfan' FFREMiE CPIREDERZEENS L D ICHEE LFICH{ET D (ductal
plate). BA4E12EME(CHED & ductal plate D—EH Bt UTCIEL, SEEER
IBDRDICHED, ZDfthldapoptosis|ckDiEKXT D (ductal plate remodeling) (K
1). BREL20BEICIFERBSHHABEZER T S. D remodeling DEEDE
£7 ductal plate malformation W5, FEMEREHHCC HREE(E Caroli fis> CHF
>RSI BEREDIECAEHEETHD (K2).

/3\
< )—»1 l

1 Ductal plate & ductal plate remodeling

(2t 8 K HZ)
/ | DPM (JE&E4riE) DPM (BEERHE)
RASPEE ADPKD FFE RN ERETE
ARPKD SeRMERFHRHETE
AR fE A Caroli 5%

JE3E %

2 ¥&EERI0 Ductal plate malformation (DPM) b2

DREERMIEZORR (BEHRS DV\(FIEERE) X
ik 8 KDIgZE)

(2) ADPLDY
ADPLD OFIEIZIOAAIC T ABRE L REL ONTWEDY, M2 HEIIAHTH 5.
IO R BIA S 5T 5 BEMEEATH Y, ADPKD O L ) ICFER & 0Ll Bl
HHASNDZ Lidiv. FREET S ADPKD & 1387 5. ADPLD i ADPKD & FE#fiZ
BHI O LIcERoN, ERDH S ADPLD BE I LMNETH 5. L, BT
¥, T2 MOSYEBEERGRIIEERFTHS.




5. ZinE#%#
ADPKD, ADPLD ODWENDOEEIZBWTYH, HEETII—KERICBIT L EETFZH
o Tbit TV,

(1) PCLD DzzHf'

BERBRE, CTREDEBSGRETHFRNICISHAU EORERIEET LI L, T,
PCLD OREREN & 256134 BU LORFERIFLET A ENHFZHT 5. PCLD 2
BENZBREREE 2. FREIRZLTVEZ EHRE WS, » -GTP, ALP, AST,
ALTHPBRELAZRTIEDNH B, 72, CAISIDLATHI LD 5.

(2) ADPKD D2

CTIZTHEERICZhZN 5 AU LOBBRIEEST S L2538+ 5. ADPKD

LW AN GE, HENBRE, BEREE, KABEER COMFREDOA ) —= v

T DR EUTOBEEIT) 2 L2 RET 5.

a. FEROWEHN : BREBEEFOFE, HEANLMN - MOEEEEZORE

b, BRAEFEQREE | MISEE, REEIE
EESER OB - WIRAYIMER, B

. BAFTR  MERE, LEE0ARE REOLE

e. IV - JRARE - ME, MEEb¥ BEH, 7TV7Ir, BRE REER 717
F=v, RBRZLY), REE—% K&

£ EERE LT I—, FERE

(3) ADPLD mz2l7"
ADPKD OFZWrE#EIZ B Tid T 5% WA, ADPLD EZWd 4. MEIREOAZ ) —
U TRVERW, F7, LHEERRITNIEBIEROAR ) — = TIIER V.

6. BIEF

ADPKD 22w TlZ, polycystic kidney disease 1 (PKD1) & U PKD22SR K& F & LT
FEINTVE. WMEETFOZRIBREOEREZEICHELTEY, I PKDIEELED
BEOKESIL, KPBEREICELZEPHEIN TS,

ADPLD %, PCLD ZRDESHMATIC & ) B19% 4k (19p13.1-13.1) 29REEIEF DB
WEHmTHLI LR BELEY. 20%, Z OFEMICHEIET S protein kinase C substrate
80K-H (PRKCSH) #EZFDZEEHN ADPLD DERTH 2 Z &G ho722". 2510
RORRES 827 % 23— N3 5 SEC63EEFDER D ADPLD ORHEEMLTF Th 5 2 LG
EnTwaY,



(1) PRKCSH &{&F

INEEONBEEEESEIIERAT A VaY Yy —FIOH 72=y FTh 5
hepatocystin # I — FLTW5h., T VY OBEBORRATAT T4 AZEFIHMICEKBOE
£ (11382A—C) 2REHDTV LAY ZEOEEISEHETH LY. +50F¥OFA
PAThALK, 7147 FRUNLVF - CTEHEFERPRESINTWED, BEICB
VT IR BT % 4T o 7220E 51 D ADPLD TIRZEEPTZO SN T Ww”, BEFLERLE
AR OREF & OREIZS o> TWiwh, ZERMAEEZ HW/ 3R TIE, BEEERTFIC
hepatocystin 233 END Z ERMESNTWEY, Ly L, BRWEZERL-EBITT
1, FEFIAVAEWE T hepatocystin D4 AEEED STV 21,

(2) SECB3EILF

CDBIEFHI— F$5SEC63% 3271, MEAEOBEIZEELTBY, SEC61%
SEC62L HEMKRZEM L TH ¥ /X7 k2B 5- L CTv» 4. PRKCSH EfnF & FFRICERD
EERIHE SN TWASY, JFRMHICH T, PRKCSH #EEF5H°T — N3 % hepatocystin
B R ORI RE \C FEERAS5R < FRD H N B ASSEC63% 78 7 (T JEE 12 D AFG VW FEH DS
BOHNB. ADPLD Ml Tid, PRKCSH Bz FDERZFOEFADEM EFIZB VT
hepatocystin DFEFIX T2 5N 7255, SECE3BIEFICOWVWTRERDEFEICEHL S
SEC63% ¥ /37 DEBPHER SN TS, SEC3DZERIE, BROBKICHS LTwb L
HEH & 5 PRKCSH BInT- & 135 0#F CADPLD #5| &SR ZI L TWwb EEZ LN TW
% 19).

(3) EBEFHRE
(BB 2 BIEZHRE - ZWICET A FI4 ] BREZS (201142 A)
I2E0 & PCLD 123§ 2 BIZFHMEDOBEIHICOWTE Lo,
1) 3 TIBEL TV 2EZOZEZ B L L TITh N 5 BIEFMRE
FTTICHIE L TW B EEICX LT PCLD OEEZI 21T H4E, BEHBEELZS
W CTHREICLVEZICBHAFTETH L7-0, BETFREZEHMTLLEX %\,
2) IEFEMRREZW, BIERZW, BERZEZ HIATbN s BEFENRE
PCLD ZHERT DO FBH LR FIERDEERIEDIHEL E N TR WO TEMBT ARETid%
vy,
3) AERNIVRVEENRE T 5 EEEORE
RN Ebo THREDFE/EARET LI EDTELIBHICHLLDORELZBLILE
BdH5DH. REEEOREMBWICOWTIE, FAIE LTEADBA LT HE I T
TE2FCEMYENTRETH .
4) FEHBIRFHRE
EYLE*BET A EETERPERSIN TN EWVWZD, HRELRL W



