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Abstract

As one of the most common hereditary nephropathies, autosomal dominant polycystic kidney
disease (ADPKD) is a major pathogeny for end-stage renal disease (ESRD). ADPKD is mainly
caused by polycystic kidney disease (PKD) mutation. Common clinical manifestations may include
abnormal renal function, hypertension, cyst infection, hemorrhage, urinary tract infection, pain,
etc. As ADPKD clinical manifestations vary greatly, it is necessary to further detect if there are
symptoms caused by the formation or volume increase of cyst, or any other systematic manifesta-
tions, in order to better control the disease and improve life quality of the patient. Many people
believe that ADPKD merely has renal manifestations, but it actually is a systemic disease that can
impact multiple systems including urinary system, digestive system, nervous system, and repro-
ductive system. This paper reviews the typical clinical manifestations and corresponding diagno-
sis/treatment of ADPKD, with the goal of providing reference for early diagnosis, comprehensive
treatment, and complication alleviation.
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1. 518

W et 35 A 2 B R — P R G MEs AR B, TEFRE U #2478 1/400~1/1000. ADPKD Hifi;
T 16 5S4tk EMZ R 1 (PKDD)AL T 4 S Ytk FIZ 35 2 (PKD2)ZE K A5 . TEIRIR
B b, ADPKD = EERILLE B WE I 2540 S5, KB SOV B P s (1) e, 2 IR 2 K/ INA—
MRS . BB IAW K, BIESMAThReE 2) ™ ER, FEE RS, 2 50%1 ADPKD
BHAE 60 B R0 G KB NEARIE R, 5458 ESRD ) 7%~10%. ADPKD /& RGBT,
GUEE . FEAR. RSEE. M. RS SEEEM, RKNERGERSINKE, RSB, RO
SN R . AT SR ADPKD 1 R I AT LA S A7, SE 28 35 97 13k o B ks> OIE (1) R
Pem B E AR,

2. EREZRI
2.1. BEMERR

ADPKD [ 3 ZRHIE A BT T I 14 R U 22 B e i o 5 9 i el B SRR AR S R SR R, 53R
JiBE b B AH I AR A OGS AN N R R TR (R B i, GBS B R AR AR B B TR] S AR B K [1] . KT
ADPKD 3 [ 7 LA K S a6 sh s R rfSe 48 (1) K B b4 2% B, JE i /2 38 il B /N BRI 5 R R 1 2 2R A
XA B BB AR I R AL HE MR I B /N ERDE R ) 45 W R R AR ML, DA 2 ZERE AL Sk
AHAR ' BT ) FE P B RIBHZE[2]. BE. CT. MRI #in] BoR B REAP R KA B . FEAGE H 8 Zum )
B A K, SELE B ThAE AL, BEAE I AEZE eGFR K42 1 mL/min/(1.73 m?), HIGY7 %08 BA Fr ek [3].
BeAh, FOAREHHIE AT DLk ADPKD B# . B4 A MRAR B ERYL SRR, A 5 PR (1)
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HOR[4]. BT, P FAIGST EEOEEES N ETOREAR . TR A T FRIARSE. MR
T ETUREARBRAG /N R sl RIaEREI R Z#%%[5]. T4k, HE
WPRANRA B P AR AR, 4 R BT A VDT S RASZEHTE I RN -

2.2. ESRD

KZ % ADPKD & RIAATIEE Dhae T E 2| ESRD. ADPKD /& ‘5 ESRD 128 DU K A, X
WFBIEE 5. B PRI B N iR B 3, 4 4.7% I B TR BB AIG)T . — e nT LU B A
K25 (AnFE AR 40 25) AT 2% ESRD [I3ERE. mTOR I ] A SR 22 B8 B F R AR K, (HXHE Th
REMIORIFE I ZNAN 35 [6]. ESRD & T B IE BT . B IEEAIGIT B AT Qs maoET. IEkiE
FrAVE R R =Pl BB NTIEYT ., ADPKD H 35 (15 ik N 2 SN ks 3 ok XU v B i . g s
TR B T B AN G R SO R R AR D, TS B B 8 B A R 1) PRI o (T Sk A A R
FOTEATAT B8 1O LA SR )2 2488, B RS H 2 ADPKD &3 BB 16785, ADPKD
BH B SRN T — B ESRD ABE, XufE5 ADPKD E3# tb— % ESRD E# A M M anfn Lk 56
K[7]. ADPKD E#HEBMEG, FHIRRZEYE 1T B IAREE N, s NEHE8].

2.3. FREGRES

JREZ YL ADPKD ()8 W RAEZ —, 2] 30%~50%[1] ADPKD Hi# £ i i R i Jk g o B J5 (R /]
BE AL RS IR I BRI Bl 45 B ZE, T8 T RUEMIR A ReERE, (R TAREAEK. BhEREE IR
S OB IR AR be . TRES RG2S W 7 VA LR SRS AT 2, PRI AT, AN RS 7% S 25
S8 . BT ADPKD S JRESIEBUR B 2 A KIGIRA W, i UCE KR 528 8 v B S e v B
BITH. BARMEE &S R B OREMRE R R, SITEAMET 10~14 K. BRI B3 m] Ly
Ak sz DR TEIYG YT 4~6 F . BRFAERE, JREMI AT LT IR BB U [9], A% X} ADPKD
B R R T A TR ERI[10]. LR, TR a-intercalated 4l (a-1Cs)ii 75 HAT K 4H
it B s T A 56 i i 8k B 1 (NG AL) B4 R B B0 2 A B 1R B [11] o a-1Cs X B AR RRBRA T 2 K 2L, e Rk
V-ATPase FIHAhAEFILIZEH, T3k H MBI RIE S, MRET) pH (EIRRFIE 4.5~6.3, 4 i
M4 K. NGAL 5322 [KEAMEANE & Rk ER IR &, (2ilk Fe [RBRAR, M4 14 K [12].

24. ER#

#ait, Z/> 60%M] ADPKD HE & i a ks M yRs, SRS m T30 i, B, &
YRR R S5 7 51D, 18RRI e 3 i A K BRAT I 4 4032 K 512 I [13] - 18 15 /& ADPKD [f)—N 5
HRFAE . B ZR I 5| I PR A T R, MFREE 1A IE BB B0 sl™ B R . 18 PR A e A SR
PR EEEIEIR, RIS R R BUX AN 7 T o AEZ5T 7 BB T T (Fe BE . A ) FlO
HT O B EATEE « BT RIGITE). FOAREAE BE i JDROR 22 Bt IR BB 8 ARG 3 o ) AR KT8, ook
2% ADPKD & WA fi[14]. tHh PAHSURIEN =Bbh by, O 2 TS AR B rGTT, W
AT ADPKD F35[15]. 156 n] LUME X Z B kM (PP EIR), WRBCRALE, mT DM R SR R
Z(NSAID) B FE R 2825 (it 5 %) . T NSAID BB I MLk sh f1 24 A B 2k, AN e ¥ oh
RESZ A ADPKD il o %t Z BRI 5 NSAID HIIES Y715 1] LU B AR A Bl B 252454
P o MR TTIETCVEZE 0N, AT U SRR 2R 2590 (an s k) [16] PR Ay LE g 24 7E I ik AR € 1)
YIVIRERT B R, R M [ A . R ZWE YT AR R, WTEARIRTT, a0 s B R i
ETIAR, BB LEAR ., BB FARSE. UL By R RIS, ] X X v 1 A R R B Th e 2o fB
TR B VIBRAR . BRI BRI AR[L7]. R, — B 50N G 7R /NI I Hh 224 1 oA 1 19 ik,
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UN'E R AR T RR . B R RI(TENS) . A BERIISEE, XS AR A B 5t AR T J775[18].
2.5. b

PEfh i ADPKD 5 WM PRRIL L — o BEM 1 B A= A iU Py B AR A PR -2 (it I A8 A O
B, T SESRGEESHIANRMIR, RAERLN 40%, REHHEREERNR. B
A SR OV M L 1 R Y B AT RS CT A B LAORSa T N L, RERE AN, Gl A
7 GG R L 2 ISR BRI UCAR . SeHA R <5 ™ E A I, RS RAAS {11
7, PR SR AR . ORI T RIS, AT DL A P HU AT IR AR [19] o 0 T XEVA PEZEAT L if
MR, AT LT 4 5 Bl ke ZER (5 B ki 2E AR ) 5B B DI BR AR [20] -

2.6. BEAEE

B4 7E ADPKD B3 IR A A 8%~36%, 45412 51 TR ZEIF Rl bR B i g . 5 45 40 T R 1) iR
A& 22 7 T, FTRE H T3 AR K gk R I S50 7 i (S BURWAAR) 51 S, 0 mT R B T AR B A 3L
(R pH {EAR. ARG, AR SR H . XA 1) BN 2 JRIR SE AR 35 75 I
CT R HMEWi ik, XEE CT S m LAX A BiFh 4 A 8B [21] . JoREIR 8 v LLRSFIRYT, 453
IR R DRI IEIT FI e ARG U . DI SCARE3 4 % B id R AT DL S AR P . B ThRE IE & 1)
BT AT R M W W RS R S VAT [22] S5 M K BRI 15 mm AT LAT 48 5 15 A
FAR[23].

2.7. EMRR

TR ADPKD [958 WIFRAEZ —, b0 o B 1 — A T 2K 2% . ADPKD ZE s el e
RIS LRGN, RICNBREE A, EEBYMAT. #4. CT. MRI Al ®*F-PET/CT W {EN
PEMIRGHIAA T-Be[24], ADPKD 51U ZEMR 140 & Ao 2 Al 112 B 22 ik Gt . ADPKD B &M L) —
LRIRIT BT 2L, R . [F ADPKD H 2 5 )6 B IR TEIE, T LA BT 2 e %
R DI, T IR U 25 BB 55 ) . K B 2 R S (B (R P8, VAT AR
DR s T PG P B8 2 (LT SR V) LA BL A PV BB 57 3 77, (ELBS00% BUE A00380 3 Ik B 2 07 A i 2
Vo T B, OGS G SR VA 2 s b TR TR AR e, 3B o P SRV
B2t/ E 2, DAL [25]. FER S B AT/, — M=, 4RI T & M ias e — %
VIR BR[26], BUBERN BT 5 om IH[27], QBT SIRIAR . oA T AT R
AR AT B IBRA
3. BRI R
3.1. FF®M

ZBEHT(PLD) & ADPKD (8¢ W ANRIL, P NH IL[28]. ATFEEMUERT I ARER BRI, 18
IR e RIERTEF AL RIS 55 Be e ik & /b WaRBL. H A Z AT B L EER, HAREESHS
HEAT VEIF I R AR DG S MR I . 2 BT BOREAR 5 B i (R 50 S R ZE i dh ol A 3R BSURR e A O [29]
ADPKD 3 LA MG, AR AR, EHRRAA R 5, AT B RO RE g . Bum ik
W e L R BRI R o R A R TR E o B R AT SR SE R AEFE M RS E A IR N &,
DA R REE FRAE R Skt it b o G SR BUAE RIGYT R, B R K5I BURF VIR R [30]. EKHI 2 2
JH AT 5 R R, A) B B S i . MUARE I AR IE 2R B AL, S BUBMKIER. IR A, I8
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i T E S 28 BRI ROR 5 A8 FPORS SRV M 3 (A T S & e R R M/ D i 52
Ko WITHEAWRCDT 5 M RIRBER, N RER IS TIE . FEMEE R VIR 80T &R — B R A AR 2 2
JF bR A [31]. AT AEIR AN B R IR MR KB (R F AL B RSN, RSF >5cem), NATIF&E
TR BB IR A LA AT T R BE S 4F e T 2 A/ NEE SR I 2 /T, (EATDIBRA B XU B 7
NP2 ERE RO 454 o TR R AR B KT AR 2 BERT I AT R0 %, (e IR T 2 BT IRTT
DR S8 TR TC W AT S e 5240t AR SRAU ) (B ot ORI =2 B k) mT LA/ TS b (A AR[32] -

3.2. LMNERGHRT

I 2 ADPKD % WA AR L. A 20 R 4% 1 5k 28 ADPKD IR R, PHRAET XA &
FE L. ADPKD S mlll s iR A b — M NFEEE R, HL 53 M B 2o R B g AN ™ B [33] 0 Bfjals il s
DU V2 W RN BE U i T (9 B R 775 [34] . iR IR AE S RAAS Bd A %, B SLl MR L & S 808 /NE
ThEEREAG AN A BLM[35], I T RAAS Bih. Mah, Blskii. § LIREMERE LREF . B
B E A e S8 ADPKD & 1L &% & H HAR R 2 [36] . M i%3% 4] ADPKD 3 fIfiL R T 130/80 mmHg.
FEBE R AATE T b, SO G R N HEDE , O DR AR L 08 RN o LA 24 4 o s I
JE, @R ACEI 5 ARB %5 RAAS I FI[37]. A7 HIF 72 W14 25 5 BH I 77105 B b 1) T AT v CEAE P
A A B 2 ARBHIBTFIVE 28 Rl 25438, FIIRFS RAAS GBS, AIA P4k ADPKD ¥
(I, BT AR R ATE ) ADPKD il () — 28 =2k 25 4)[39] . BtAh, ADPKD FIf:A Hofth O L 5
W, WMAERRE. WESHE. SR EHITIRERRNG . S8k P R G SR e AR A i & 5240 DR, A
%f ADPKD & HEAT RS0 ML AR PEAG o

3.3. MAENEKE

ADPKD 535 KA 1t P Sl kg 1) fes B M S il N B 5 £ 2 4 [40], IRATIRF IR Z0N 8%. M3
Ik PR e SR 50 ) S P ot P s B e 2 A o N SR T R 5 BT ik 30%. 7E T ADPKD [HBE A
) Jk P8 B AL S50k DX S s I o 3] 4%~7% [41]. [RItk, ADPKD i35 75 07 25 0 P S kIR o 0 A 2 ke
FZ N 1.3%~2.3%/4F, H SR A B kR i K/ NH G . DSALCTA K MRA =24 Rt i & FBa 15 77 7% [42]
ADPKD 315 4 3l kR i 24 0 i R AR N 35 £~45 %, Bl ABEIR TS 10 4E[43]. XHFHfi2 1 A 3)
JikJ& ") ADPKD 5%, TaIAMEL, W TR RESHEOCH R, MARYE S8 B DhRe a5 A28, Bkt
17 DSA LA LN S EFEAR, FEN NIRTT I 75 75 Rt 2 76 B IE R s o eV AT /e NG YT I o] 2% 18
T e P o

3.4. Hftt

FPEWFREN, BHEREETERFERERES . BRI JORS TRE. TOR TIE b 39K TE, &bk
ISEEL Y €4 ATE KAV

4. 4518

ARICXT ADPKD RS ANIER, BLIE B HE S B IEANR IR 2 et et AT 1 450k IR, BB 2
PV IOFRFEAT 7T, ADPKD 3 T 2 (IR AR BOA B, B2 N G e MR IR, IR T
ADPKD VYT PG HT 5T . v B ADPKD £ By —Fh ] ATV (90 o
E&UH

G e 25 AR RH I H (B RF-[2011]57 ).
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