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BEemAEMN % & %5 HA (Autosomal Dominant Polycystic Kidney Disease; ADPKD) &

BF LA H R R R - RERATR PO A - BATFE K 1/400 2] 1/1000 © B R LA A
FHAFREERRAEEREBOEL > FFLTREG 2R~ FREEAE - Bk
B~ BB~ TREE - BAREBEEY o S REHRROTETTH LTI - THET
Fo A% F 3&%%1’%‘3‘#&"‘ Fo b Rk LM BATHE G BT o RIBBRIEGHRADH £ & o REGIE
H o FARF B Ak 6 BAL AR B BT AU A9 8 o At S MR OROR BUR AR AR A R R
611"3‘131'57\)&% R A HFZHFEERARGHRRZEH RO ENELEETERAR - B H =
#1685 R X B 4= T+ Sirolimus 2 Everolimus i i@ 0 %] mTOR i f i > fm o 3% 4 2 & 78 89
R EHMERIEHRAARAEALRXREFRAR T4 I o Somatostatin analogue 7T & 8
BAEZHBBY cCAMPH &K » E—F R P lafa3g A SRR R - EATREA 7 @& KA
i?iﬁ"‘%f PR BALAIE KIEH - 2RAHE I RE KA £ F > H L Somatostatin analogue A &

B R4 kAR o 7 5 Tolvaptan 7T 3% 8 4 & V2 receptor i @ 37 %] cAMP % & 1 £ 3|
J,%»’( Bl EBGEITE MO RAR - kb BRI AT L EMEDDTRA R
B ARRFMBEEITABGEBERAR  MIESERERRERRGERERARAETALA
MFFH o

FASEED - BELERERAMT I B (Autosomal Dominant Polycystic Kidney Disease; ADPKD)
B h§% (Renal disease)
FSERSNBRYEE (Intracranial aneurysm)
MEWHERECEIHIE (Angiotensin-converting-enzyme inhibitor)
mTOR (mammalian Target of Rapamycin)
Inhibitor (Sirolimus, Everolimus)
Somatostatin analogues (Octreotide, Lanreotide)
V2 receptor antagonist (Tolvaptan)
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H HERATE 20 ZEVEE % (Autosomal Dominant
Polycystic Kidney Disease, ADPKD)(LL T fifj ¥
% BB ) 2 i SR (1 B R o AR
TTIRERITESE » REVREPUE 2 — T AHHE—
LN BA I R G LR E B 1997 ]
2006 #7311 > A 2.4% B IR A K % 28 95
RT3 e B i 5 Ui e A R I A » 1 20 BB G
RINE MR EE > BFEBEEAOSE
Ba9 N 36N o ZREWIHAKL(E
VUi e A R s » B 20 B MHIE > LA
T A TRl A 2% Fe B dg ) o 2 B Y EL
I 5 K] 5 AT AR A R AL« 55— JE PKD-1 2
K> (77526 1645 fe (a7 B | (16p13.3) » %
I polycystic-1 28 H (43001l % B 1) > 85% 1Y
WA B — A s 5 A IR PKD-2
W (IEFHASROEREE F4q1) KB
polycystic-2 8 1 (968 1lil & = ) » 15% 19 5 A
T B T REALY o PKD-13E[K 28 88 R 5 R 1
54 75% 87 3% FIOR WIE W< - % PKD-2 BE K] 2e 48
BEE hREEAL R > K 104 A K HE
M7° o polycystic-1 & H Eil polycystic-2 & H & /&
AR SR R B > W& AT R RE TR & &
H8 © polycystic-1 £ [ 1 A At [ B A 5 & = [H
PrEE IR K> BB ENER
AL T A A % BB IR IR 22 18° © polycystic-2
5 R S50 71 o o R B A 1
SR o 2 BE K2 WO EEHATE R E
eI - (B D BUe K 5 (B3 i 28 58 8
B o IR RIS - () B/ NVE LR
M w4 (2) bR MR e o3 (3) MR S 5
BEE - MERTE 2w 8L BEBURREE
it - ~ Adenosine-3', 5' monophosphate(cAMP) ~
mTOR 43 f (mammalian Target of Rapamycin) 5
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MIRSATAS > FERIR A RIA S0 LA &Y Bl
AR AEE & R 4 B R[N > SRR 5 o A L 1 i JAR
PERIR RAER » KL = b i R BRI
BRI AR o /6L R T I 1 S R B2
PR IR M S R 7 o R AT B BUE R
BRI o RN P2 0 I RE ~ TR ~ Sl R
B 55 12 TR B MR R 40 77 1 o 25 E Eh IR
BRI 185 RIS ERAT) - HHRBER & HIRTES
PEE IR ARG By > 1A 27% M{E R H
EHEREAR300mg™ » RS HEHKREAR
2g eti/b JY - RIBLAN R DL R T % 18 T e
BE O HAMB BRSO - B4 B
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b3 A R e o
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i o B A B B R RS 4 F i o (B AN R
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BRI R b s o MO R A o S EE A
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EEE A - B2 - PKD1 BRI EE PKD2 £ [A]
BE - WA A IRECNER - Bt
BREALE - hAA DB A m e o PRIES R

*— : BRERMSRTBRRSRBSRE2EIRT

DIRAETE o 5112 S8 FLE ThaRe RAFHIIR A -
8 'S e 78 £ (Total kidney volume 5 LL T f& 4
TKV) B 280 ) B H & (B8 B DhRERy N Ry
i e 7£ CRISP (Consortium of Radiologic Imaging
Studies to assess the Progression of Polycystic
Kidney Disease) FIFFEH » 241 (i B HhEK i 8 28
K B2 60ml/min HY95 & » 5 P AZ G IR B B b
0 —FIBRY TKV £ 1060ml » =% ZF 4 b
HAT5.3% 8% 204ml (£ —F#l4A TKV K2 1500ml
HIIR A » BB AR ER @ 25 N %S 5E43 £
8.1ml/min o [KIEL » HJAGHY TKV 7] LLFEIHE B #e
TR CH A B DI RE T RS > - [EARAYAE
Swiss ADPKD fiff 5t HH th 38 B B i U e T e
FEBLTKV A MR » BRI seE R H R 8
& IE B @ % 19 TKV = 600cc/m th ] LLFE I % 78
TR E B JE bR o K > TRV AT AR
R B 9 1 8 5 ) TR LA - > m] DAL 1) WA
NEGRE G EREIR B R o (5% B
I3 N IE 5 TR B Y B A K P RE 8 A5 A ME E = B
BRI @A EL » B S BE R B WMIGE

R e AN HHEE - TR E B AR ER B E 2R AN E & 5

Ffin () el R PETEHIZR (SRS
Original Ravine's PKD1diagnostic criteria

15-29 = 2 cysts, unilateral or bilateral 99.2 87.7
30-39 = 2 cysts in each kidney 100 87.5
40-59 = 2 cysts in each kidney 100 94.8
=60 = 4 cysts in each kidney 100 100
Revised unified diagnostic criteria

15-29 = 3 cysts, unilateral or bilateral 100 85.5
30-39 = 3 cysts, unilateral or bilateral 100 96.4
40-59 = 2 cysts in each kidney 100 94.8
=60 = 4 cysts in each kidney 100 100
Revised criteria for exclusion of diagnosis

15-29 =1 cysts 96.6 90.8
30-39 =1 cysts 94.0 98.3
40-59 =2 cysts 96.7 100

=60 = 4 cysts in each kidney 100 100
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Ty 1L R 2 25 FE B8 NS R B L ~ Ll
B Ja B BB () — {18 B KI5 o e L RR S
BIIRETRAIE O34 » — el B F i i
5 BB BT B2 Y 52 R4 (Renin-angiotensin-
aldosterone system; RAA system) 5 B o & Z fif
Jeth 7R > AEH & MR ~ B Ihee (£ H ) % &
B N B — fige =5 I R A9 A RHEL » B S Y
Ifll /1 renin activity i aldosterone™ © [A] [tt 5 8 4
{8 FH 1L B AL A S A L 4100 7RI (Angiotensin-
converting-enzyme inhibitor; ACEI) 8¢ [l %& 7k /]
F 112 HERHEN] (Angiotensin 1T receptor blockers;
ARB) 59 PETH IR o £ 18 14 & 3= 8 0 A g 1k
PEHET IR SRR E (A B R SRR 41 I
(ACED) REZE# B DIRe AL » RIS ThRE A &
BB R EEARINEIR R o R =Ry
i eal #1752 FEE IR A ACET AllEE
JEAR T TIRENT AL o TE Modification of Diet in
Renal Disease(MDRD) fiff 52 /1 » 4522211 % &
TR A (5 ] ACET 452 1l JBR {H A VA AT 4R B 2
RERVEER Y o 7R SM IR T - 88 Ramipril £
B2 IR - 16 64 (i % FEF ELIS 14 B i 1)
TR o il R SR el D WU B T A {5 O I
[ o 5 55—l 72 (i1 % B & & OF & IR S AHY
BERIEG PR A B » B R ACETAHE A §75 0 —-BH B )
A LAORD A D E IR R RERE » (HE R IE4R B 2D
RER LA ARG RBUR > « 1EA7 A REtRER IR
Al B ) KRR oy M th[RI B S B » ACEL Al LI %K
0N REPR & H & - HRE R BRI AR B DI RERY
BE o {EE ACEINGIR 2 %5 A\ 1 ER KT
5t » REBRIEMBD - BHER R > K
] GE M 5 B B R R SBCR » i Bl AR A Ak
B IhRE FEEAIER (Y o HATA KBRS = Hibatk e
5 i R 35 B8 -HALT-PKD 1F /£ 3 {7 - HALT-PKD
e £ 2R PRET Rt PHER RAA system » ACEI
Eil ARB /Y i % (Lisinopril/telmisartan vs lisinopril/
placebo and low vs standard BP target) » ¥{/2 EA%
B IIRE N AR B - S 9% - BLifZERy 5 —IH
BRI 2 AE PR 5 B8 Rt 1% [af ALK L B8 422 71T 36 LU 2

EIES

BR%y

AR I BR P22 > 2 A5 S REAE AR 25 BB 9 ALY
BT RETE R (£ ) o BESRH A AR (Y B
aek e £ 2 DA Ik 1l R B9 ] A 4% B D RERY TR
(LR 5 LT JRR T 8 3 1l o I 5 o e B 9 1 Ja s K
o AL > 1F 25 BRI A G T SE W 4 I il R
il B AT LARD JETE 2R o SE BRI IR SRS PRI &5
18 1 B W 8 A RHIE] > DRI AT R A e A 2
BB G T W i AR S5 & el M R

FEIMAE ARy » 5 a AT 2 B & OF B Dse
TR v IR 9 R R ARG IR o KRR R
Wil 3= v H R8O I W & fa B e e - (AT
& 7 HMG-CoA reductase inhibitor 7£ 12 T & i
I L= I R Y 95\ e @ & FERY - 3@ KR SE
TESH 1R M B A LI 98 3 £ Statin 7] LIZE
% E DIRE T BEAHEE ™ s HEEHIIR R P o
H BT 3ifi 152 A 38 $8 3 5 {8 H Statins A DUAE 4% %
FEE IR AR I R R B IRF ] = 3 25 {5
H Simvastatin 40mg A % 16 {11 2 2 B 1K A 7S
il A - AT LIS N R R p Dhse - 5 Al
B = WU Y i b 8 5 i PR A B R T > I
fff 72 {56 ] Pravastatin /£ & 881 2 FE R A » £
RSB TRV & - E L EEREH
(Left ventricular mass index) * & H & H HRH 2R
(Urine albumin excretion) * A BZ {< FEA: [T 4 5k
(Endothelial dependent vasodilation)*( 3 ) °

% BT N iR A B RE Ik H )
FiAIE 1R &) DA B 4 » Sk 00 — 28 g R R
W r (5 o 283 Y e B {E 2 e o0 B 21
(G 1EEE) » AR EETHPT R B Mk AT i e 5 47 JRR
1Mz 5 - & KB RG] 2 MR » AT R R
RS ~ #6771k 4% - (H i 55 50 SR o] iy DL 88
(Aspirin) Jz FF R[5 5 14 22 15 J6 € (Non-Steroidal
Anti-Inflammatory Drug; NSAID) L4 i & Hi Il s
HEASIRE > AT T FE IR R Tl (decompression)
oA A &1 3 1T 2 6 h WK fiir (aspiration) SR A5 1
Y1 (L 1B& (sclerosing therapy) » B EL#25H J) F
i (deroofing) o # Hi B P HR AT &L il FR B2 & A i
if » HERAPR RS » BB BRI » AR A]
LUE R 5 7 (LM EY) > ATDDAVP > #Ei H
I o A0SR FHE A A dn B s > 18 e gE R
B g bR al R L IH R o WARE YA %
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FEE RN BE 5 R IR — A b R 1 AR
L HDZEE S I IR IR (sterile pyuria) AR
B o B LW R G RE IR IR (AR & BF
e~ HIMEK BT e RIE W BTt - AR
PUAEFRRE - AR TR - S E JERE )
{3 B $1 4E 32 0 41 Quinolone (Ciprofloxacin or
Levofloxacin) » T fER % o 2 FEEF AR A BL—fig
RIFBRAFHRZE - BEH L EA MAREZR
BN o B AL IREIER 0 A — B 208
MG BB RS - (EE T T - PRIEESE T
HENTIR - & ER AR - BT B —
fise PR B S A=A 2 o 11 B A A A — B
R IR A AR > BRIEA B S VE PRI IR ~ 4t
IGHIER ~ BIERE ~ FRETEMIR ~ B ~ IR
PREESEE] T PEERIRSE 1S o

BREETSETBRRaEMER

N 7 AE B F i 2 R > Boa] A 2K
L BERHE  TEEEHEARD
4 52 B 25 = HA I PR 3t Bl iy 4897 » 1 4 mTOR
(mammalian Target of Rapamycin) inhibitor
(Sirolimus, Everolimus), Somatostatin analogues
(Octreotide, Lanreotide), V2 receptor antagonist
(Tolvaptan) 5 °

mTOR(mammalian Target of Rapam
ycin) inhibitor (Sirolimus, Everolimus)

Rapamycin (mTOR 8 {1 ] #7) 3 & & 72 F
T2 8% hl g A il 1 Bk 7 e FE RS O 178 S S8 R
ZWHE - CBEL BEHYEREH
mTOR inhibitor-Sirolimus &2 Everolimus > A &
AT mTOR S 177 9 /0 Al A 4 A B 28300 1 112 1t
T3 BRIF GBSO 7 © BRI b F mTOR
inhibitor 1 2 2& &5 B WA HE 1 1 [ AFF 2 th
[FIER 523 » 8 F Rapamycin (Sirolimus) 75 #EHY B
W R tiE s AN AH S 1R A (0 AL gE )& > ]
FER I T L 2 i B b B AR N R > R
Al B A R AN AR S 0 E SIRENARFSE » 21
1B V1K (eGFR) K2 40ml/min 95 A » FE#& 5>
#H 4% 5 Sirolimus BUEHHTIGHE A > TRV ELE
IhRE T REERTAHIE A 7200 « 2 T ARII R E A

EIES

BR%y

U — HARY G PR G th M0 B B4 R R SR IRF ]
(4 J§% °>* o (£ SUSSE ADPKD fiff 52 » L 100
N7 1A% BEE 199 A\ (eGFR>70 ml/min) > FEk&5y
B Sirolimus BRI EAEE 18 ([ H > L E B/
#H TKV(Sirolimus #H & i #8 i 7~ 22 48 M1199cm” »
PEGIAL AU M197cm’) B eGFR 19 2 52 » i 5 H
A Y B 1E I TE Sirolimus {6 B fH# & - A A 8
R A& EP(FE ) ° 5 —{E Everolimus
W 1 R B fif PR A - e 433 (7 % BB R IR
(eGFR 20-89 ml/min) * [& #% 43 fid Everolimus 8¢
LRI ERHE 0 f5 B 5% B TE Everolimus 1A % #H FH
i S S HEURE > 2 — 5 0 TRV 88/ (102 s
157ml) > {HR2 56 B0 A ZR - BRE
THEER) T B F Everolimus T 1 HH 5 S R HH I ok
(-8.9 vs -7.7ml/min) » #ff SR R E M AT B LAY &=
B [HB S R TRV FY OB EL R ThaE N Y
FHBRATE < R FE A 22 52 o RERV IR RE 2 KBS 1
BB RE B AN - RSB DhRe A R F 2
IR 34 12 [ B #AfE 1L > T JE B KR35 - ik
4% > Everolimus {6 A 82 BIIEFH & R A
EHE KR (R ) - Bob > AHMEER
HAIIEE » RS B Wl 1195 A H ]
mTOR » A[REET RSB EIMAN S 1 AT B e e
FEA M AIERE R o K] RHBC A 2 B B ) B B
FIFE SR » mTOR inhibitor {LLF- 5 7E A #4752
FRAEELY o

Somatostatin analogues (Octreotide,
Lanreotide)

Somatostatin 1] 3% i & 22 #E {16 cAMP
TR > 1 /) i b 44 4= Bl B Y 2 RK - RTIE
SIS 25 P T Wdos Bl 25 S8 VT i 5 5 RS -
{ERAH Somatostatin analogue 4% Octreotide 1]
I e B 2 T R MR P il R 3B > Occtreotide
16 5 AE A 7S S R > — A #3548 HH B el /)
liver volume (-4.95 vs +0.92%) ° [A] £ #Y » TKV
TEIG A T EH B I (+0.25 vs +8.6%) » B3
MatE: FRYZEE o SR DIRERY T I AE Wi AH G
KA FEEE(-5.1 vs -7.2%) > ELHEHA KA R B 1 & (F
FA™ o R » Octreotides £ ZE #% B i 7 g i A1)
SR o AR5 —{EAH SR LI G PR 558 > Lanreotide
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169 6 {16 H AHE S 22 I #H - BHEERY D liver
volume(-2.9 vs +1.6%) * TKV 7£ i #¢ fH th BH B
(1 98 7V (-1.5 vs +3.4%)™ o [A] It » Somatostatin
analogues & 2 2 H U EEY) » RELC AR I Il 7830
BLE BRI R - R R A Al LU — 2
FEARE WEIRER) T > (/575 22 58 R B HERTER
PRER R > H i Octreotide 1 55 = 1 i R 7 B4
ALADIN trial Bl ALADIN? trial *+ i Lanreotide
() 55 = A R 34 B LOCKCYST Trial 1E 7 17
(R)e

V2 receptor antagonist (Tolvaptan)

Tolvaptan x& —{Ifl 1Ak ~ S5 1 A HUF PR B
3 (Vasopressin) V2 B85 H1H] o H A 3EE FDA
e T ARG SR ORI PR SR 70 Wl AN B A i
(Syndrome of inappropriate antidiuretic hormone
secretion; SIADH) 5| #€ Z (K IMEHIE o {EMER ~
PRI ~ S]] <5 ] % HIT PR 2R SRR I S O 9 2
TERR PREASE A 0+ 2R A E G R L s
BLFREAL T > g MM 2" - il
i Arginine vasopressin (AVP) & {E A 1 & Ui &
JC B 5L PR & WY V2 receptor Al I A cAMP |-
177 SRS P 4 2 BRI 22 © V2 receptor
antagonist HI 3% 3 #5 & i 411 1] V2 receptor i 1M
WD cAMP WY E A > (NP B A AR A 3R 5L
o Tolvaptan H Hif 1E7E #1725 — ARV B R AL
B -Tolvaptan Efficacy and Safety in Management
of Polycystic Kidney Disease and Its Outcome
(TEMPO 3/4 Trial)” (£ ) o 5% — BAREG IR 35
(TEMPO 2/4 Trial) — [ 5 5 38 B 45 R 58 B
{5 ] Tolvaptan 164 $f L2 22 #H - 7T DAk 26
WL R WD BEDIRERI AL » T TKV By
BHEIIRE TRERRIZR EHETEE LAY B AHER -
RIVE S B2 AHIE o K > BT Tolvaptan
1% FE R HR B NIRRT R - FRv2
receptor antagonist LEVIR B K INOK 7 fi Y
a] LU L% T Vasopressin B 3 » 8¢ETF AT DL
I R R TGRS BB - FTLMES
FERHRA - BRI KM (EHED 3
DNTE) » BEIIPRIR B B K 3.1 T B b PR Y
BB R EITETE 270 mOsm » AT WIS b DA% %€

WHAE R - DB IR EAL - It % FEEHY
I3 N AT LU B Mg g K & — KA 2.5 F4 7+ o
fitE R K R W UK BET T 2 BEE R A G ha (H 2
W] E S MO M S A LB - EL 0k Z B R A B
frREE - (H i A RS BR ¥ It E (R aR 1A
i T B 9T (Efficacy Study of Water Drinking on
PKD Progression) ° ] & 8 /i< » B Tolvaptan {f
AR LLRE - PR W & AR RE T [ cAMP » AN [RIHY
7& Tolvaptan & ¥ T 1% H (1128 3 R EL AVP > 17T
REMEKHIE N BRI E R AVP - 5
4% » Tolvaptan & Hi 3 BRI EITEH > KR A
T3 SLEE Ky

SEREARHYEEY)

AL EYES BREBHYEBEE BF
380> H A MR T 55 T IR A B - L
Triptolide®” (polycystin 2 mimic 5 & Ji1 # g §5
B 1 1) » Bosutinib™(Src kinase inhibitor) ° Jit;
S% - HEMYEHE 2 HSEYREE LS BB 1Y)
R o AN Z A HE 2 £V H il EA8E
i PR L (50 FH i 8 EL A 53 » 411 @ Pioglitazone™ ™
(PPARY agonist) ~ Etanercept’' (TNF-« inhibitor) *
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Autosomal dominant polycystic kidney disease (ADPKD) is the most common of the inherited renal cystic
disease. Estimated prevalence is between one in 400 and one in 1000. In ADPKD these manifestations include
cysts in liver, chronic kidney disease, hypertension, renal cysts infection, bleeding, pain, renal stones, and
intracranial aneurysm. The diagnosis of ADPKD in an individual with a positive family history relies on imaging
testing; include sonography, CT, or MRI. Current treatment is directed towards controlling blood pressure,
preventing renal function decline, reducing morbidity and mortality due to complications of the disease. The
pathogenesis of ADPKD is well-known on basic research, so several compounds shown to be effective in
preclinical models have already undergone clinical trials. This article we provide a review the promising novel
therapeutic agents in ADPKD. Inhibit progression of ADPKD and other renal cystic conditions may be available in
the near future. (J Intern Med Taiwan 2012; 23: 235-244)



