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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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Treatment options
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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.

Efficacy of each treatment
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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,
02% in fenestration, 96% in liver resection, 38% in transcatheter hepatic artery emboliza-
tion, and 100% in liver transplantation, respectively.

BRIZAT b BERR <) 3841 (9.0%), HFEHE13 (Fig.2). ZNZNOBRFHEI BV TEBEIBHRLY
%1 (3.1%), FFEARZEARIHE: 8 61 (1.9%) DIHTH -7z Ry LEEL-EGE, BRAEZERE D 77%,



4:712 B 4

JEED AT 96 %, FERSBA&ANT 2% 92%, FFBAEAHT 100%,
IR EMIEREIL 38% THh o7z (Fig. 3). BEEOEL
BIEBEIT LR TOIERNN 18 6] (43%) Y, Efa
MAEZEHIWE 2T bt FFIBRATIT b 7o i fl
PRHBEZL 9B, KT, BlRAFFHERG I Tbh
7%, BRRBFITONIERNNIFATHo 7. #
oM, BREBMITT LN RICERNEERET 5
oIS 2 51, FEIRERFRESEOBEI AR
RIS, FFBIARIEEREE O IR, Bl BT
DB E 1B CTH ol T2, 1BIOA ITEIED
WEATOILTE Y, BRNESMERT, FERkER
W, OB ORI bR Tz, BRAE
Wz 2 AT - 7R D 1 HlA SN

SR BERE AT RS B A PFRE 12D VW TR BER P %
e REFIRE, HER gz, REX FAE
Az ENRARSN. HEETE G I T 2 1R
L UCHRER - ILEREEN, »5WIidEEFL T —
VBT O NIEFN 2 AR b NI F AP
&, R RETRT L7 52 o, THRE
PRZEME#E % J89E L, FFRE TIE L L7 88 i Bl A%
HY, ZRFEREORBIIZHETH D Z &S
nr-.

£ B

ZENEREIERERICL AREND H 5%
ITERAEMEERETH Y, FEESEREREES
BUBEREL 6T 5. BRAKERSEREREO
JRR@EEF & LT polycystin-l B % 22— 45 PKD1
& polycystin-2 % 23— 9% PKD2 OEEHHNTE
D, BT b R WE R A RMEN S RITEIE O R
K&{=F & LT hepatocystin &H % 2 — F$ % protein
kinase substrate 80K-H (PRHCSH) DR HRE 21
TW5YY, polycystin-1, 2, & U hepatocystin i34
HEROBBEEHR L LTMSONTWEY.
SRTEREZHARERTH Y, BEOEMLRE
ByaZ LS, SO EWERT BTN
BRI W—HE R TS, ARETH, —E
B OBBWBERIIPIMEZ ATHY, MELT
TV 72 115 Jigk o ) B 49 RIS BV TRBRBF 1
ANEVIIRRTH o7z, BRERITERE LIS IR
PRDTREWY Lotz

S NP RER Tl 20 BRI OREMIL % <,
SN EIE D RRI IS HE L 7 5 O PR LET
HBLEZON Tz, BEOFERE AL E 70 A

52 % 115 (2011)

VBoE D2, BHTFRIZOWTIIEENRNE
Bbhi:.

SHET Vi — MREAETERINER 422 Flo 9 &,
EEFGOREBI TIRERIIT bR T Wi h ol BN
ThNIZERICOWTS, EOBIL & & - 72fERICD
WCIREERE R, B SO B ENERNS B E 5O
7. SRITHEELCHETEL BYICRET 5720
I, B TFHET TR, QOLICDWTOFRANNE
ThireEzohlz FLPBETIEHL), HENHE
J8 %> Budd-Chiari fEfERE 7 & OMERIFT R % AT 5 g
MEELZZONLEHEDADNIZD, TNHD
EB SRR T A2 L ERH L L EZ bR

ZRIVERIEREO BT ER e B 3¢, ITE
K & 5 EE TR 4 & OEEERE BRD 5 v
BHRSE2Z2LTH2. WRIGEEREL LCERN
BRG], FEIREARHE:, NRHwHEEE LT
FaBR M, NFOIREAN, IFRBAEND 575, Z0EPUCD
WTOBERa Yy FARELRTWR .

FRAETIE, BRABTEREG|AEERE 2T 7ER
DREHIITbR T, BIRNAESEHHRT DA TO
HREF100% LREINTBY, @BELY /—NV%
U &3 5 3H % BIRPMIOEANT 2 LR ES R
ENb.5cm B EOERY 13 BHFETLHE, 5
WIZEFIRER R THREY A2 ORI BV T
L A7 T LBREOEANIT T S S -V OflT b5
AN URI )ALy, FRIHAL 7Y R EDVH
W5 N ETIERL 7T0% BLL & IR BT 72,
—HCTHIERIL 21~78% L#HESN BN IFE %
WIS KEED Nakaoka S E#i-4#H L LT LA
VEBE)ZY ) —NT IV (FAF IV RHY, K
T 933%, BEFOBREE 0% TholziE L Tw
29 SEOT vy — MRETIRERENICOWTOHR
FISFEIZRR T o 2272 0 RN TH 5 48, Hia
ARERIET N & D RERIRD D 5 L HE & NTJEH
X77% THH, oBEECE UEESETHLZ L,
EHEFRENTHLZILEZETI L, BWITDR
HiRHE L THYTH A EEZ DN,

b9 — 2o ORFREETH B IFEIRERFIEICOV
TIEEIRD Takei HAMELTHY, EHREREH
R A B O T EHEBNIC S FEATE L L T2 5
AETRIITEN TV RBEFADID %L, TOBEEDNR
b 40% FF L IRVEHMIECTH o 72, SBIEFIEZERL, ¥
DX BFEBNIN LT 2 DEBESERTH 50 0ME
WEHETH 5.



SRIFERIEDOT v r— MRE

N BRI RIREO R TR S BHED R,

JFORR L7 K & BRI T 2 IEFNIER
B, BICERSHFRICEETZ2H/ACERLE SR
%199 g & L C IR R 2 D3
Dip o, WHEAPHE KD THASEIL 33~69% &
HEEN, FREEIZ20~72% L#e ThHHOD JE4E
BERBA RN 2 G T AT L Qe a3 s b A S A,
EOHEREP TR IIAMEA L FREL SN THEY K
AT 3861 (9.0%) [CERBEMAITLIL T/
ZOWERICBVTHRENED ) & EESNIERN 92%
THY, BRABSERBTI2ECHRETH S LM
NT W5, MOSEREIC L LA GEED D WatHE
S THE L0, BENT Y AREERTH LSBT
DIEBFEREIRS SN, EIERET CORTIMEEL %
brEZbND.

FFEI BT IZ BN AS O F AR ICHRTE T % DS IFSEE D5 1
EIBD EBRE L T AEFNIGRIRS i p®9% LiFL
RS ICERB B AT b B S 5. BE OIFEIER
fir & R L CIRE O FEMAE L, FEED
LB TH Y, PTG EATE (9, 2
D7z DM OEIFERERE 20~83% L FHWnEH,
AUHEONBEIEK, MK, JEHHE, S, 8IS
EN3DH BOID GEROBEMRIT 3~33% LB IR TKY
BB AR 52 #1 (12.3%) 124Th
NTBY, HEROFTREENE P72 T
AT DERBERIRIL 96% L0 TH MBS Tz
NSO LD, SRIFERECHEIRMIEELR
s TH 25, APICBV T RBIHZ {fTb
N, POWERE LTAEMLFREG-TWBLEEZD
nir:.

BT EROBERAHELZ SR, FEERIE
AEBELTORWEFRISRIRS N DY, L35S
23T 2B BESFERICHITENS 2 L 59BN,
ZRTFEREORARIBEL VWA L E—DEERETH
BHH G BHESE 57~85%, FETCER 3~29% L FRMTHA
DRI R & {MIBB X 5 1T X SR IEIH] & A
R Lahide siv, T2 3 skt
PRIzNBZ L OZCRERERTH Y, BoFrLl
a5 BRBICEE L OB E 205 2 LoEY)
A, &V W R S £ 5%, Aussilhou ST
MOME & UCRBoBRE, | BEXKratts
256, BEORERELVD Y HURIEELSE
FREIRE % AT L 72BR OFRIFSEE A 30% PAF & 722 2356
FEPTTWEY, KA TR 6 Mgk 13 Blic

5:713

FATENTHBY, £EFD31% LS TH-72 AF
TRMFETHERREID R, Pl ebE—FERT
FBBRCAT) S TEBBETERVEEZ BN
2 T o R B EHIAT O WIHERIL 18 BITH
D, TNEREEFD43%, HEEITHOIIERD 8%
B ERv. oS, ERASTERHTE, Bl
=4, FURAE WS 300 E BT EORENS T
BIE L, COBBDPBRLTHo2lcdEEz bz,
Tz, BROBLDERSITONIZEROIZE A EH
TRNAZEIIRS B ISR REMT b LT wizas,
EENOBELEETLERYLBIRTH o BD
NB. — T CHERENEE Lo 12l b A8 b5
Ao, FHERER, FARICE - ES, MEE
FE, JRES, TNRALZ EOIEROAHENRS
NIERICH o7z, 20 & R IHE A b
SEREF DI D W TS B OFM A BE P LETH
5.
ZRIFERESERBEPERORE, KE3WITLD
HEREPRL L)Y, FOMEIGE & OGERIREERE TR S
NT Wi, EEOHE TR EFE 2 R &
LT AN H 545, RIBICBW TENBIEED
BIRENDE T — A%<, WRHEESLRRELZK
T5 L —MICAREEICE L LB X R, AR
WIS L COME ST WA EPHESE, BTHRIFZ
DFFAIFICHE TR T LT TERL, SBEN2E
BL, RIFMEOBY CEBRNREEI VTR %
e T B UENHLLEELD.

w8
EET V= FREICLY, RBICBTBEEITE
FEDEREFHS P 2ol L DEFMICEWTHE
YREWPITbIL TR EEZ b7z, %1k QOL,
BRE0RE, S$RNEREORNLE2ZR L&
DOMPVIFERIRE R T T 272010, ERZE
L, L0l 2T CLPRETH 2.

A AR S R BT R B & (AR 0T
MR FE5R3E) [ B 5EF D ) BB § 2B A ¥ 74 V1B
ERBN Y 7 OWEEITE T AR (H22-HEh-—Hk-214 © BF
FeREE KUAMETL) J0—BRE LTRIT U2 2 LIRS
BLET.



6:714 B B 52%11% (2011

B § 14) Tikkakoski T, Makela JT, Leinonen S, et al. Treat-
1) ARG, MEMET, BRER, 1. BRI

ment of symptomatic congenital hepatic cysts

=

JFERE. P BAREKR 2010 14 @ 375—377
FHRET. S RENER OB & IHE. BAHE
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—560

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, McIntyre 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 S, 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

Rl

with single-session percutaneous drainage and
ethanol sclerosis: Technique and outcome. ] 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 ]
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 AJ, Currie EJ, et al. Tailoring
the management of nonparasitic liver cysts. Ann
Surg 1998; 228: 167—172

Fiafningo 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

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



SRIFEREDT v ir— VRE 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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