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Enlarged Polycystic Kidney Disease and Polycystic Liver Disease may lead to
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REGNZ 50 &K, B 35 KB, SME, CEMBIEIEME NS X-6F, 5 -MELOAE,
KNENRFERIIRIEIC CABTL, ¥ X-54 3 AIZ Bentall F1fi, MAZE FilisihEfrchr=. %
DRIV TERUERY, SRUNERE*EM SN Cre 1.53 mg/dL, eGFR 39mL/
min/1.73m?, REEM 2,421mL (Mayo 77 1D), #AFAM 8,614mL (Gigot I &Y). LI%%,
Lkl @BEksE L 22 A%, X-2410 AIZIE Cre 2.44mg/dL, eGFR 23mL/min/1.73m2, TKV
3,540mL, LV 12,674mL &, EHEE, FREA, AFFEXEIOLTREELL - HEREAONH
EHMELTIANTZ Y 60mg GG L 72288, +3 5Bk A T % FE BB E(L L 30mg 12
WRLUZ BIRERMOBEINIZOVWT, MRENMEARICHEIIRFTZPETH 7. X-1
%12 H, eGFR 15mL/min/1.73m% Ki#ZED b Ta v &b L XFE1H, WROEE,
IEREHNMEIT UABEL 72, REREHNEN LERE L KATAERKEE TBLLA20, 12
A#%ICBRAUMBENTIZEA LA, L L, BEEBEMIC K AIRIRA2Z2 5 COp 7L — ¥ ZIZHE
D, IERENSERTFEETCLEENETH >7-. BIFEA2»ARICEEL 7. S RMUERE,
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HRMERSERE XN B BB PHEDHIA BIKL 3. AEZWThE+3IcREFT B I EnT
Ehho2A, BRUEBRY, SRUEFEROERGAIZIZ, BIIRERN I FHERDEIE
IZDOWTERE ICHBEICRET T RETH 3.
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WA GRENE 2 R (ADPKD: autosomal
dominant polyeystic kidney disease) {ZMiFE 12 % $
D#fERIEST S, BHIUIBERNZHE KLUEME A
ML EL LB E81, TARIKRKKERRS
HmAIZIETL, 60 A ICHEEMATHARARIZES Y.
7z, @IIERE, ORTERE, AF#N, Rk
oM aZehdh 5. HEl, IF#EBOKAKD
7z, R LIRE TS M SRt O 7= sh AL B
S & 2 AR, (KRBEZE LD 20 D 5.
1E7, FERuRRGE, F - RGBIIRE I 20 & 0 BEN
ERR@ELED D B e, SRIEERTTLY
FIERF R AR K U 220G R, sy
PP 2 THEL 72 1 Fl A RERL 72D TZ 2
mET 5.
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B 7,
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L0y TH#AERZT T X-6 11 H,
I S IMPEOARE - KEIIRTPERAILGRIE, ME%E - K
AR T Y B BN RS ABT L 72 AR,
IR T ORBIZELHIZER R L 72, OFEME)C
LTy 7uu—i, PLFTEL TFH))
2, FHEEEE SR EARMEILY
NN T =Yg YEERL T X-5F 3 H,
YO L 54 FHZ C Bentall T, MAZE Bl
Ehefr &h, OREEL EL 72
—EOBRFOZM I, LRMEERE (PKD:
polycystic kidney disease) - & R1EAF#M (PLD:
polycystic liver disease) (Gigot 73 ¥A 11 &) %,
TR hz (®1, 2). BEEM (TKV:
total kidney volume) 2,421mL, & £ #fi If. h\TKV
1,308mL/m, Mayo 73 ¥ 1D.
[X-6 F, AFEheirbl] & & 185cm, (K 79.7kg,
i1t 140/80mmHg, MR 41 174/ 77, A%, SpO.
98% (02 2L/ 73), A#L 36.6°C, HREGFEIEE M %
U, IRERKSREEDZ L, SARFIRARSEH 0, O I
FRINMEST Levine II/VIEE, Ii¥FIC 5 5 & BEHE ¢,
fGeBiciefze L, i FRRFIIRH S A T,
DT cELmumA43d (1), Hb 14.2
g/dL, TP 6.7g/dL, Alb 3.7g/dL, UN 23.7mg/
dL, Cr 1.36mg/dL, eGFR 45mL/min/1.73m?2,
NT-ProBNP 9226pg/mL, W& (=), Kl
(=). LB &8 & 3% B A AOD/LAD 48/52mm,
IVST/PWT 10/11mm, LVDd/s 66/60mm, LV

X-65F

X1

M X 42 (X 1, X-6 ).

6 M THIFRIE D2 |- A1) 5 .
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TKV 4414 mL 2421 mL

TLV 12029 mL

8614 mL

2 WG CT (AN (X F, X-67F). 6 FMOIFEI - SIHOM AL, #KIKIC LD BBRKAML 1176 h
Wi & E L Cvvd. TKV: Total kidney volume. TLV: Total liver volume.
KEMMIOID 7 -2 27 =2 3> Ziostation2® (¥4 4V 7 ) Fgli 7L 3) 24,
DS A 3DARY 2—LTHEI.

=27 ILEIE

xR X-5 F050 AbE R

WBC 6100/ mm? TP 6.1 g/dl. Glu 124 mg/dl.
Neu 80.4 % Alb 3.7 g/dl. HbAlc 5.7 %
Lym 14.5 % UN 23.7 mg/dl.

Eos 0.3 % Cr 1.36 mg/dl.
Bas 02 % eGFR 45 ml./min/1.73m?  (R@E M - Rikid)
Mo 4.6 % UA 8.1 mg/dl. pH 6.5

RBC 455 X10*/mm® Na 141 mEq/I1. @ RE

Hb 14.2 g/dl. K 3.6 mkq/I. i 1.016

Ht 40.9 % Cl 106 mkq/1. &I (1+)

Plt 15.4 X10*/mm® Ca 9.8 mg/dl. ¥ (=)

FFe 52 pg/dl. L 2+)

APTT 28.7 sec Ferritin 51.2 ng/ml. vavel) s —=rv (+-)

PT 61 % AST 21 U/I. U/ (=)

PT-INR 1.15 sec ALT 25 U/L 11 1fLER (=)

D-dimer 0.7 ng/ml. [.DH 251 U/L. off £l Mk (=)

ALP 290 U/I. ARINLER 10 ~ 19 /HPF
y-GTP 40 U/L. FHALER 1~4 /HPF

NT-ProBNP 9226 pg/mlL. ChE 194 U/I1. i M- L 1~4 /HPF

T-bil 0.9 mg/dl. RIS BIAIETALS (1+)

fT3 2.67 pg/mL Amy 47 U/L. IRAE 1Kz <1 /F

fT4 1.85 ng/dL CK 186 U/L.

TSH 5.25 plU/ml. CK-MB 9 U/L. (IR BERE KR E)

Fo:R=>T 0.014 ng/ml. VC 392 L
HDI.C 54 mg/dl. %VC 97.7 %
I.DLC 96 mg/dl. FEVio 3.15 L
TG 51 mg/dl. FEVi0%-G 80.36 %
CRP 0.23 mg/dl.
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wall motion: EF 20~25%, diffuse severe
hypokinesis, Valves: AR moderate
(EEPRZZ IR
#1. 181 B B stageG3b, £ RMEARE, Mayo
2+ 1D.
#2. 18 0%, KBIRFPEWILRE, OF M3,
Bentall £, MAZE Filiffitk.

#3. LRMATER (Gigot ZEIEY)
(FEPRA%8 (H3)]

itk 3 » A, LREEEEREIZ, UTDLSIC
% # L 7z. AOD/LAD 40/49mm, IVST/PWT
12/11mm, LVDd/s 56/42mm, LV wall motion:
EF 50%, diffuse severe hypokinesis, Valves: AR
mild. LL#%, HEETOBREMGL, B MWW,
RASKHEER, YLFT7EL, TLT 7)) Vi
L 7=

Z Dk, FRPICEBEEIIEAL, TKV OH
KEE L 13.3%/ FICRAZ. by TEBEED
eGFR & T % & —5.8 mL/min/1.73m?/ &£ TH 4
KT L. X-249 A, Cr 2.32mg/dL, eGFR
23mL/min/1.73m?, TKV 3,640mL 2L L, %4
FITPKDIZXHT 2 b AT 2 L DsEIESH D & ¥
WL, LaL, T TIZESERD - EEDE
AHBRHEE DFAH D, BHLEHED 60mg TiE
AR A & EBE BT 2 @RS D, R %

89 30mg IZIHE LRSI L 72, f5RE L CEBAE
DIETHEEIZIZIEAETH -7/ X-1F12A,
eGFR 15 Kifli& 20 b AN T & U 4T L7,
/-2 0O, TLV#AEE 12.3% & PLD O
KEEHBHRORAEATH D, ZOIHID2-DIZH
BRFTOHEIKERN (TAE: transarterial
embolization) &RREFL 7z, 3 TIZ eGFR 30 ki
THhDBEHHEEICL2ERREETEHREL T,
MEENZARICRETE RS

X 1H, B rpREEH’ L 72729
ABE, &5 ICHBEEDMET LR 2 AICMimENT
ICBRRTHEALE ZOBMTTKV 4,414mL,
TLV 12,019mLIZEL T\ /- (B2). FEFEA
ICXDIRBRENEMR L, —RFEREKR S SF L 7.
LA L, BREEZLE (B1) »6IEAR4E, CO,
FLA-L 2K BREENAOND &SIk
o7 FRBGERSRELHHTS S, A
BNZIZPRIRIZ DWW T U AR % 5F 2 FH 58
<, BRRECHFRER&LA. CO P LT—P R
IZ&o T, MEEMICEAR 2 7 HIZFECL 7.

% £

ADPKD 3 2 O Jf A 81z ¥+ & L T PKDI,
PKD2 #8InF238E X h, Z0EIA1385%, 15%
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XN TW3B2, ADPKD DREIZIZY —k v b
HBEZ oh, HERICHRNOEELRFD
PKD BIZFIhHIfRER»EZ 52 &L TPKD
BIZFOBRENBAT 2L N3 PKDI/
PKD2 B FEHMDOXR) o 25V 1,/ 2 13RME
BREMOBEIZRE TS, ZOBBEETOMSE,
MRER A LS o LBEET L cAMP @B D L
AENLTHEADL 7y P LERREFEWILT 54
R, MparghE, EhRSWITEEG I ERIL, ¥
RaDA%EBL. PUNTE VI, ST TL LY
V REGRANEHER 271 LHIREND cAMP D
A& PIHI L BRaD A = B3 5. [EIFRILEIASR
@ TEMPO3/4 Bk X, Cer 60mL/ 4 LoD
TKV 750mL A £ PKD BEIZHWT by T
2 v RBROELA, THECKT2MEI§2ZL
ERLEY. Z0%, AHlDO XS GFR OEKT
{5l & & ¥ 7- REPRISE sR8%IZ %\ T, CKD 27
—CGADYTRITTE bANT 2 VIZKBER
REIE TMEI AR X N9 LahL, TEMPO3/4
RETIE b AST 2 ORIEIZ 60mg THIMALE
HORBEMIZIE L T 120mg £ TWET 5o b
I—-1LTH 7. %7 REPRISE RERIZkWT
CEBFDOARTH - 7= IR B> TABIZ T,
PN T & U RATARED EREBEIL CKD stage G4 L
~N)L TREPRISERBEO M RHZFIZIZE T h 3.
LA LT CICHIRL - iF#ie, F/-HERD-0
H - EHBEtELEEX NS EORAKLRETSH
o128, b T 2 VEABHAE®D 60mg (2 & T
ZoNkxh o7z 30mg NARRESH OB HEEIKT
HEICEELL, ZORREIZLY -7k RBEE
RERTE FANTE VIZIZHROBNMEH 5K
WHlETHBH, REIIZRBROBREHNE S THE
TETH6T, IRVBZ LA 7FRRIZHEDSD
Kook bNT a2y ADEREHTH 5
D3I H3EHE L,
HTL7-PKDEBHIZBWIEEANEE L
BHEE, BEEESER BRAMET L, K¥ED,
CEGRENBLTI2EBENVS. L LEKE
BREONRIOTRRE, FEE OfEE, S
RENLHEEE-T. BETAEICKDEEMD
DG XT3, Ubara 5 I3BESRIEH, N

ARAYIL R % £ 5 B BH D ADPKD 8% 64 Al
HLT, €BaA4LEHWEYE TAE #1740, #
BW1ERDEY 4 XDFEH53% DK/, BHE
DFNEE-IZ, N2 b2 v b, KEEREDR
FEMLEY, B TAE % 1 BLUAIC, 38K %44
% % RE, g S E O ABHENE U2,
HELXAMENEC LA -7z, ZD#%, Sakuhara
513 ADPKD I2x44 %% TAE O ZERWEAIZEK
I8 —-LERWEEORMME 2T A9. PKD
ZHEHA F 542017 TidBEK L 7= PKD (25t
3 3% TAE 3B BAHEGENO-DIcARhE LTZ
DERBEREL TS HRsL —-F2D)7.
EAFIIMPBEMEAFTH Y, & TAE XX /7
KRETTE L h -7
Aflizzezd, CTHIR (B2) #25&d
L % PKD & 0 i3 PLD 2 fE&E D F 7= 5 ERA
ThHHAFEREMEEE L 6h, F&BFIZPLD
12T 50 TAE # & L 724, PLDIZHFA®D
BRIDO AR A 5 Gigot 4L 11, [IEE %
HEh, XHIO LS ICHRICOCFAMRICGA»D
IEFE RS & 5 B RT3 5 61id Gigot 1T BN
AEEh5. PLD ORFEAMNETT 5 &30
WHLEE2EE L BREEL 2 L8 513h,, 512
HEAT T3 EABIO & S ISIiOEEIC & 5 IEIRkREE
L4 U8 5. Hoshino 513 ADPKD BHIZA&HfL
72 PLD 244 f5l (5 &I #:EHT 56%) (2% L THF
TAE %247 L, 1 % IZHF%RE 90.8 % DI,
KEREEA P2 Yy MEORFEEF-Y. X
RIMEICEWT, HFERO LD KZWH (B
> 9574cm’®) THEMTPEIARBIZARTH -
7. PKD##EH 1 F54 2017 Tix, PKD &
HIZABEL 2BEA L 72 PLD 123§ 3 BF TAE &
AN A TH 5L L TEDEREEERL
T3 (MRS L — F2D)). —H THARER
DELEERENS. SRUFERTI F514 Y
T3, #R 10 LU T D Gigot 1 Bz 13 FERa -
PR LR H 5 X ERIBAANT, 11 BlicL Tk
FFEDBRAT, 110 BN L CIIAFMsht4 5 —RINE
U CHESRS 3 4%, FEFIBICREI ML EL S h5 .
RAHA FT74 0 TRR7 Vo — PRTHIZ, HRE
DBIR L IERDROMSE - BROAEIIOVWTE
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MLTW5B, F72, FEEMUSMIRBENERETIT
EWZ x4V TIr—LFavkey T3
B, XLICHBMEIRBE S BRDREE TS —H
THEBECEN154% TH5 2L, BEICH
BXHET\5. Yang 513 ADPKD IZAfHFL 72
PLD 28 il (M#&EH 3 5 10.7%) DIEHHAE %
BRFZEOFARBRDETHEKL, FUREIR
52.4% T, TAEBD 7.6% KD ABICKNIL- L&
5 L0, 7, BIEROFEIZONTE,
TAE B3 64.8% THED TAE, HUKRLELE
L7zoizxt L, AFOIRREECIX 11% (1 f5) D AHF
Reh o M4 B L7z PLD IZxd 2 Uk
@ & DN T, 51% TABHE (BEK, Xk,
i, AAHE) #4C, EEE3I% TH B,
Yang 5 DWE &, HFYIBRMFIEFEH TLV 6,129
mL (ZJ8 L, BF TAE i3 7,776mL & K k&
WER 2 S D, FFIERS & R A FIAEF TAE
EBRATOHROREML S 5. LIEEEE 2 DD Y,
PKD 4 4 F 54 > 2017 Tix, PKD &I
B BFL 7=BEA L7 PLD TRER M HVEAIZ, 5
BRI AR % /N LIEIK R QOL 2 F L
B3 LHERL TS HERSL—F10)7.
BloT, AflOFZA @3) hicZhbibRE
MARAEL Z LIITRETH 57272595 ». FFFEMEIL
K —RMBGEEL X &h -7, T2 TAE »
FFOIBRIRT D FEAT I3 Z R X 7z h . FERAR & 38 <
ZEIRENTR R & & > 7- [ T0FE T AR D B
T, HF TAE, RFOIBR#T &5 RERK & B #R ISt
Abh7-L 3212w, EREALEROD
eGFR % 20mL/min/1.73m? % T[] 3 R FHE &~
ZORATE, FFYIRRMOREME, %o NE#
Al ER$ 50 TAE W h & MBGETEAD Y
20 EEZEETHIVLEND S, MAGEHOZEAILE
HEOREEFB A eroTAHEEBS 20, &
FRABID L5 H 6 X RIEAD ) 2 7 b 5 iGER
IFEEICRETE B 2B, LT, &b
BERENRZN TR, ER (®3) Tk b
AT &y RS & 56121 FL ERIT,
TLV 10,000 mL {233 % i1 T4 eGFR 30mL/
min/1.73m2 L L DA S, WIhDBERE R
Hahizrd Lhhn, E5ICREREL D LD,

DR EN% TESIREVBRE L 2RI RE 3 X
o L,

EbHIC

ADPKD IZA&f# L 7= PLD A& B2 KL,
FECL 72 1% #2858 L 7=, Aflid ADPKD & W
S IEEHROREL LTE, bhbhEREME
L HEBNERT 5 Z L DA BRVRETSH - 7245,
IhE TRLEEDEFEIIREN L BROAMME
EREUNRE XN T5. ADPKD IZABEL 7=
fEAK L7 PLD Xt LT, BF TAE » HFEDBRH &
ESBH B EO @G & REF I EICRET T &
Th3. SHOEFORIDBHZIZahTELZZ
ICHE 5.
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