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Age distribution by gender of PLD patients
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Fig. 1 Age distribution by gender of PLD patients
PLD patients were distributed in relatively wide age range after 40 years old. The median
age was 64.0 years old and the range was 29 to 91.
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Fig. 2 Treatment options
Percutaneus aspiration was undergone in 112 (27%) patients of 422 PLD pa-
tients, liver resection in 52 (12%), fenestration in 38 (9%), liver transplanta-
tion in 13 (3%), and transcatheter hepatic artery embolization in 8 (2%), re-
spectively.
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Fig. 3 Efficacy of each treatment
The doctor in charge of each patient subjectively evaluated the efficacy of each treatment
undergone. The percentages of successful treatment were 77% in percutaneus aspiration,
92% in fenestration, 96% in liver resection, 38% in transcatheter hepatic artery emboliza-
tion, and 100% in liver transplantation, respectively.

on-effective & unknown

KEICAT b ZEBIE R <) 3881 (9.0%), FFrBHE 13 (Fig. 2). TN ENDHEBWITEICB T ERESRRR)
B (31%), HEMRERRE 8K (1.9%) DIETH - 72 Ry LEELEER, BEATZERBIH77%,



4:712 ing i

FFE0 BRART A% 96 %, BERLER BN 2% 92%, FFAEAS 100%,
FrEfiRERFEEIL 38% THo 7z (Fig. 3). HEOEL
BIBDATONTWIIERIA 18 Bl (43%) B, FEH
WEERIBE ST b1k, FFEIBRMT 4T b iz EH
FEDEL 9B, KT, BRNESEHES [ fTbh
2%, BERBEABRNITONIEANIFATH7. £
Dt, BRLEHBHIAT b 7B BN E SRS | A
ATONIERA 2 61, FEIRERREROBRANESE
RIS, FEIRZERFIER O, HHB Bk
DIFIIBHHE 1B TH oz, T, 1HIOAIEED
BWEMMTORTEY, BRASTENRS], FERER
B, FUBRmOIICHRENTTbR T, BRFHE
Wik 2 AT - 7HERID 1 BlA STz,

R BRAE (A RET 2 A BRE I D W TIZBERE R
Yv, RERIRE, MHEER, JREE, BER, RS
FhENAR LTz, HEEEECHEERICHT 5 EE
& LTSI - IHERER, H5VIHEFLVF—
IMAATONIIERA 2 BIA SNz, F G FIHT
e, REAETIE Lz 52 EOERR, THREE,
FAEMEEZRE L, FAESTRLT L7z 88 EOERT
Y, LRITEREDORBIISHTH S 2 L HHEH
.

£ =

SRITEIVE X ZRERICE ZRIERND H H5% L
BEREAEEREZETH D, WEErEREKRERS
EUERE LT 5. FTROFEESEUTERETO
EXEET & LT polyeystin-l B % 2— F9 5 PKD1
& polycystin-2 # 23— F§ 5% PKD2 OERBHMONTH
D, BREEMNEDRWE R EAENES RITERE O R
K&fzF & LT hepatocystin & % 2 — F§ 5 protein
kinase substrate 80K-H (PRHCSH) OZEE»#HE s h
TWAY, polycystin-l, 2, B & U hepatocystin (3%
REROBRERE LTALhTWSY,
ZRINBEREIHFIERTHY, BEOEALE
BybZeh#LL, SO LMERET VI AN
BREI w—REEoTwE. KFAETH, —Hf
B OBHREBRIHIME2 ATHY, BELT
THW 72 115 fif D 9 B 49 Higk i B\ T ARt 1
ANEVHIRRTHo 7. BEEBRIEBRLIC VIR
PRDTEREHY Loz,

MR I N B RERTIZ 20 BRMOESIE 2 L,
LR ENFEDERIR I L 72 5 O3 EHLDET
hoHEEZON F7:, BHEOFERE AL L T0EA

52 % 11 % (2011)

VUBEOERDE L, EMFRICOVTIIEHEHRVE
Bbhi-.

SE7 v — FRETERSINIER 4225109 B,
PHEEGOEM TIHEBITONR TV ol HEED
FTONIERICOWT D, ZOBEIS L %o IERICD
WX R, R S0 BEMERIZEE D
7z, SRITEFRELRLERFELTEBYICRET 5720
2, EmFHZTTEL, QOLIZDOWTOFRENLE
ThbrEZON: F08TRHHH, HEEE
J5%° Budd-Chiari JEHE 22 E OMBERFT R % A5 % ik
WERELZEZONLIAIEDALONLD, ThHD
FEB & FEMICRE T 2L ENH L LEZ DN

ZRITERERRO BENIFAER RS ¢, FE
KT & BRI IR 7 L OEBER 2 BRD 5\
BHEIELZETHL. NRIREELS LTERN
BERRE], FEREREE, SRMEREE LT#
FaBH @A, FEEUBRmly, BN H 525, ZoRIRICo
WTOBHERZI V2V RAFEB LR TV,

AFRATIX, BRIARSERIS 25968 % 20 7EH
DFPEBIATDRT W, BRABSEHRI | OATO
FREIT100% LMESNTBYY, @BELY ) — V%
U L3 2 A 2 RPN IEA T B LR B
ENb.5cm ULEOERN 1I~3WHEETLEHE,. 55D
WIS FIRBARRTHEY X7 OBVWIEFIC BV EE
%" BB OEH IS J — Vo Iy
A2V RIIIATY, FXFIHA 7)Y RENH
WHENBY . ERIhER I 70% DLk & B E BAF7E98,
—HCTERERIZ21~T8% LHEIN, BWLIEA %
W RFE D Nakaoka S 13- LA E LT LA
VBEIXIZI)—NVTIV (FANFTIV®) BHY, K
D= 93.3%, BIEZHOWHBE 0% Tho e HmELTW
29 SREOT v — MRETREAEAICOWTOE
MFEHIIR T 2o 20T AHTH 24°, B
WEZERITGNI X Y EESIRD 5 L HE S WizEH
X 77% THY, MoOBEEICHUEBEBTHLZ L,
EPHENENTHHILEZERET AL, BRAIATOR
LHEEE L TEYTHLEEZ LN,

b ) —ODONRBRETH A ITFBIRERBEICOWV
TIEAID Takei LAWMELTHBY, S£HREREH
R I BR A~ O A7 R BB b AT RE S LT B, &R
FAETIIHATENTORERAND R L, ZOEER
b 40% FFEEVEHETH o 72, SHREMZEREL, ©
D &9 BRIEFNIH LTI DEBEPERTD 5 H 0B
PLETH .



SRITBMEDT v — MK

BB IINFHEROP TR D REN D 2w,
JFORRG L 72 I8 K & 2 BRAFAE T 2 H12 #IR
SN, BIBRPFRCFETIHAECERLE S
299 A HHE L U CHIMRRIEHED D 5 2R
Dl kA PHE KA E THRAESRIT 33~69% &
WG SN, BRI 20~72% L4 THEHOD I4E
BRI BMT A B T ICHT L Cu 2 b A S h
APHERESCHBRIRBEMN L FHEEL ShTwa? R
FATIE 38 B (9.0%) [CHRLBA BN AT DTV 7z,
Z DB BTHEERIRD V) L EESNIHEMIL 92%
THY, BERABTERNRT %28 CERTDH D LS
w3, HONFERICI LAHESS R WIHE
RETHDLI0, BENS VAREETLESHBITX
DIRBREEIRD Sh, EREGET TORITIREL &
LrEZoONSD.

FRED BT I BRSO F AEICHEAE T 2 DS FEE DS 1
XIRPL FFRAE L T B ERISBRINE 990 LI L
B I R B D BE XD, BE ORI
r & B U CTHRE MR Z BN E L, FEED
FHGBA LR TH Y, FINESEIE 9P, £
D 7= D M OE BHEFIESR 1L 20~83% & E\H ),
AOHEONFIIEAK, MK, JEIHE, Wi, g8l&gs
Ed DD FEIROFRIT 3~33% LFWE IR T
2908 AFRATITIFIBRAN L 52 #1 (12.3%) 124TH
NTBY, BEHEOFTRBBNEZ o7 T2
B DEFERNRIE 96% LD TH i s Tz,
INODT Lhs, SRIFEEIIED IR 138 2
HEMPLETH 50, ABICBVTILENS {1Th
h, POWBBELTAEMBEFRE 2o TR LEEZD
hi-.

R ERORIRATEL SHL, FEESTL
AEBIELTWARWESNIGEIR S 59, £ RMERE
X B BRAESFHRICHIT S NS 2 & HHNnIEn,
SR EIIE DRARER L W DHE—DEHEFETH
BHD, APHER 57~85%, FET-H 3~29% & EMIH
DEFITKRE VDD X5 [T IZSREIIHIA] & 4R
REL2TFNIE % SR, X728 RIFRILE 3T
PRI-NDBZEDEZVERRETHY, MOFAEIC
W 5 BB BB L TSRt 2 20 5 2 L A%y
A, LV HENRED £ T 5. Aussilhou b IZFFE
MOES L U TR OBRE, JEE, BEAKEAHT
%6, BEOREREN D IFIRIEELEE,
FFEIBR % AT L 72 BR OIRAFEE A3 30% LLF & % 356
ZRIFTWAEY, AFETIIIFBHEIZ 6 Mk, 1361

5:713

HATEINTBY, EMD 31% L PHTHo72. BAE
TR TEERMEI DR, PRI IEF/RT
RBANIAT) SEHFTEBERETELEVWEEZ SR
2T EOR L ZEBEIMTONIERNIX 1S FITH

D, TNEXSERD 43%, EEIITObNIERD 8%
WCHEE R, ZOHHIE, BRASERRT], il
BT, FUIBAT L W9 30D ERBEWEHEDOEI L
BHEL, TOFEEIRYEThod L EZ SNz
F72, BRORLLEFEIITORIERDOIZE A LD
ERNEZEREE R ICARERSIT b T 278,
HENOBRBEZET L L RULBIRTHo12BD
N5, —FHTHEBEPER Lo EMND PEE?S
Ao, TNIIREEP, FAEICE 28R, HEME
#E, SR, WAEAL EOREROAMEIRS
NIERTH o7z, TO L) RFARESESRIHEABE
FEFEF DIERIC DOV TR SR OFM L REA T LETDH
5.

ZRFEIRE IBRBBRCERORE, REZICLY
EHREDR L 5D, TOWDPE X ORI IS X
W, EEOHE CTIABHEE 2 ZHERE L
LTV AN D B A5, KIITHE W TIEHARIGRELS
BRSND T —25% <, BWEBEECREBELEZR
5 E—HRICHARHERICEH L LI R L. AR
BERCELTHIHEINTWAEAIHER, BTUEIZ
DEIARMIIBTIRT AT TIEEL, SBEMNEE
BL, XEMBEBOFEYUTERNREBEI VA%
e B LENHBLEZD.

w
EE7 - MIRICXY, KRBT ILRTE
JIEDERBIFH S L otz %L DEMIBWTHE
YRBEIITORTWA L EZ bRz 5413 QOL,
EREOHE, SRNEREORB R E2EELE
DOMPCIERBINEE L LT 572012, EFZE
BL, LVFHMLBREET) ZLPHETHS.

HE  ARIIEE TR A BB & (AR AR
FRIFFER3E) [ SR O ) B Xt R4 B9 A4 ek
RNV 7 ORI T 5 0% (H22- kG ——#2-214 © #F
FeREHE KBRS JO—BRE LTEIT LR LICR#
BHLET.



6:714 s i
x &
1) BARRME, MEMET, RSN, th RS RN

2)

3)

4)

5)

6)

8)

9)

10)

11)

12)

13)

FrEEfa. U HAERIR 2010 ; 14 @ 375—377
P EET. SRS OZW L IHK. R
2006 ; 55 : 1339—1340

Torres VE, Harris PC. Autosomal dominant poly-
cystic kidney disease: the last 3 years. Kidney Int
2009; 76: 149—168

Drenth JP, Martina JA, Te Morsche RH, et al. Mo-
lecular characterization of hepatocystin, the pro-
tein that is defective in autosomal dominant poly-
cystic liver disease. Gastroenterology 2004; 126:
1819—1827

Onori P, Franchitto A, Mancinelli R, et al. Polycys-
tic liver disease. Dig Liver Dis 2010; 42: 261—271
Saini S, Mueller PR, Ferrucci JT Jr, et al. Percuta-
neous aspiration of hepatic cysts does not provide
definitive therapy. AJR Am J Roentgenol 1983; 141:
559—1560

Drenth JP, Chrispijn M, Nagorney DM, et al. Medi-
cal and surgical treatment options for polycystic
liver disease. Hepatology 2010; 52: 2223—2230
Yamada N, Shinzawa H, Ukai K, et al. Treatment
of symptomatic hepatic cysts by percutaneous in-
stillation of minocycline hydrochloride. Dig Dis Sci
1994; 39: 2503—2509

Moorthy K, Mihssin N, Houghton PW. The man-
agement of simple hepatic cysts: sclerotherapy or
laparoscopic fenestration. Ann R Coll Surg Engl
2001; 83: 409—414

Davies CW, Mclntyre AS. Treatment of a sympto-
matic hepatic cysts by tetracycline hydrochloride
instillation sclerosis. Eur J Gastroenterol Hepatol
1996; 8: 173—175

vanSonnenberg E, Wroblicka JT, D’Agostino HB,
et al. Symptomatic hepatic cysts: percutaneous
drainage and sclerosis. Radiology 1994; 190: 387—
392

Simonetti G, Profili §, Sergiacomi GL, et al. Percuta-
neous treatment of hepatic cysts by aspiration and
sclerotherapy. Cardiovasc Intervent Radiol 1993;
16: 81—84

Montorsi M, Torzilli G, Fumagalli U, et al. Percuta-
neous alcohol sclerotherapy of simple hepatic
cysts. Results from a multicentre survey in Italy.
HBP Surg 1994; 8: 830—94

52 % 118 (2011)

14)

15)

16)

17)

18)

19)

20)

21)

22)

23)

24)

25)

26)

Tikkakoski T, Makela JT, Leinonen S, et al. Treat-
ment of symptomatic congenital hepatic cysts
with single-session percutaneous drainage and
ethanol sclerosis: Technique and outcome. J Vasc
Interv Radiol 1996; 7: 235—239

Erdogan D, van Delden OM, Rauws EA, et al. Re-
sults of percutaneous sclerotherapy and surgical
treatment in patients with symptomatic simple
liver cysts and polycystic liver desease. World J
Gastroenterol 2007; 13: 3095—3100

Nakaoka R, Das K, Kudo M, et al. Percutaneus aspi-
ration and ethanolamine oleate sclerotherapy for
sustained resolution of symptomatic polycystic
liver disease: an initial experience. AJR Am J
Roentgenol 2009; 193: 1540—1545

Takei R, Ubara Y, Hoshino ], et al. Percutaneous
transcatheter hepatic artery embolization for liver
cysts in autosomal dominant polycystic kidney dis-
ease. Am ] Kidney Dis 2007; 49: 744—752

Gigot JF, Jadoul P, Que F, et al. Adult polycystic
liver disease: is fenestration the most adequate op-
eration for long-term management? Ann Surg
1997; 225: 286—294

Russell RT, Pinson CW. Surgical management of
polycystic liver disease. World ] Gastroenterol
2007; 13: 5052—5059

Farges O, Bismuth H. Fenestration in the manage-
ment of polycystic liver disease. World J Surg 1995;
19: 25—30

Koperna T, Vogl S, Satzinger U, et al. Nonparasitic
cysts of the liver: results and options of surgical
treatment. World J Surg 1997; 21: 850—854
Kabbej M, Sauvanet A, Chauveau D, et al. Laparo-
scopic fenestration in polycystic liver disease. Br ]
Surg 1996; 83: 1697—1701

Martin IJ, McKinley A]J, Currie E]J, et al. Tailoring
the management of nonparasitic liver cysts. Ann
Surg 1998; 228: 167—172

Fiamingo P, Tedeschi U, Veroux M, et al. Laparo-
scopic treatment of simple hepatic cysts and poly-
cystic liver disease. Surg Endosc 2003; 17-623—626
Schnelldorfer T, Torres VE, Zakaria S, et al. Poly-
cystic liver disease: a critical appraisal of hepatic
resection, cyst fenestration, and liver transplanta-
tion. Ann Surg 2009; 250: 112—118

Aussilhou B, Doufle G, Hubert C, et al. Extended



SRIFEREDT ¥ 7 — A 7:715

liver resection for polycystic liver disease can chal- 28) Vons C,Chauveau D, Martinod E, et al. Liver resec-
lenge liver transplantation. Ann Surg 2010; 252: tion in patients with polycystic liver disease. Gas-
735—743 troenterol Clin Biol 1998; 22: 50—54

27) Soravia C, Mentha G, Giostra E, et al. Surgery for 29) Everson GT, Taylor MR, Doctor RB. Polycystic dis-
adult polycystic liver disease. Surgery 1995; 117: ease of the liver. Hepatology 2004; 40: 774—782
272—275

The status of polycystic liver disease in Japan:
a questionnaire survey of patients

Koichi Ogawa?, Kiyoshi Fukunaga®, Tomoyo Takeuchi?,
Naoki Kawagishi®, Masatoshi Kudo”, Nobuhiro Ohkouchi”*

Polycystic liver disease (PLD)is genetic disorder characterized by the progressive development of multiple
liver cysts. Because of rarity of PLD, therapeutic consensus is controversial. The aim of this study was to inves-
tigate a situation of PLD treatment by a questionnaire survey. In this study, 422 patients with PLD participated,
and 223 patients underwent treatment. The most common symptom was abdominal distension (73%). The treat-
ments were performed as follows; percutaneous aspiration in 27% of patients, liver resection in 12%, cyst fenes-
tration in 9%, and liver transplantation in 3%. The efficacies of these treatments were recognized in 77 %, 96 %,
92%, and 100% of each patient, respectively. Because of no effect of primary therapy, additional treatment was
performed in only 4.3% of patients. In general, the choice of primary treatment for PLD was considered reason-
able and proper, in Japan.
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transcatheter hepatic artery embolization
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