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ADPKD = 2171 400-1000 2 & 1 B2 LMGIH, 4 HMZ &6t LI AMRHO| 2o, |0l
FEXZ 75%8 &= PKD1 mutation 2 It X2 U220 15%0| A PKD2 mutation O] JUCtD S 0&H
2% 10%d = REX OIA0| ALK £S. PKD | & Xt= polycystin (PC) 24 S coding &t0,
germline mutation 0l somatic mutation O] 4 ol Xl = second hit 0| &40 ™ PC 88 & 0] 20-30%0| ot =
SHANH 950 LG AIEE, PCEH LS| YA H AN =2 ME LUl Ca s&0t EHA
adenylyl cyclase6 (AC6)2| &&= A HIGHAl =oll AC6 0l SItEI 04, AC6 2 EJt= XI=H0l cyclic
AMP (cAMP) M &2 |5, cAMP = CHAl protein kinase A (PKA)E &4 3} Al3A fluid secretion 1t cell
proliferation 2 R LSIHA LES 0ts. ADPKD = JIE8 0 =STH0| Ch=29 A& 4E0| o
Dete = A2N, &3 M= 15-39 A0l 8% L= Y20 3401 &Y Z L, 40-59 Ao 22
AEU 200 014, 60 Ml Ol&F2 40 Ol &Y FR &I DisE
ADPKD Jt tit2H &g 242 0l=ot= 2l Ate & XA (0, PKD1 gene, truncated mutation),
oISt S& (eg, S M LYEHESS, S4), AT (0, =& otxl= NEY, |FOE L,
Choi)ol SE R 20 ek 2 &E. S49l, total kidney volume (TKV)It 2458 WlF0I Lt ez
2HM AN XIS E AIEGH| A CT L MRIE Sall TKV £ =& & Mayo Clinic 0l A JH & &t
ellipsoid method £ 0/=5t04 CT/MRI Ol Al Al &Sl 20, S0I, 2012 THAM TKV E =35t0H, 0l
sterologic method € &8t TKV 2 H2| 2 XI&. Mayo clinic 0l A LIOI0I (hE | THE| TKV 2 8 Xt 2
eGFR ZAE 0l=ol* 1D, 015 =l class 1A-E X 5HHZE UHSAUS M, class 1C, D, E2l 22
rapidly progressive ADPKD & Jts4&0| 2.
ADPKD &tXto| 22 HZAESH & 22|t S50, HALT-PKD 222 0lA Bl A 10 AJ|s0| 2=E
8 XS o 22 standard BP (120-130/70-80)2C} low BP(95-110/60-75)Jt TKV 2| =012
ZAANAS, EUAH 2 B RAAS 25 3HE A Hot= ACE XS HILE ARBIF L X &AR 2 MSEIHH,
HIEF XX 2l 2R & ZEH RAAS Xt S0 QU AFBoHE &= US. 2SS 2 IHHS B RAAS
Kot & chon 2040 S0H0F &0 HIEH XIS N Bl =212 M2E. 0|= M2 < RAAS E
24 2 vasopressin ZHIZ JIsotH AFIE2 TIE XS #RE.
Tolvaptan 2 vasopressin receptor2 & M Ml 2 cAMP & & 2 A Al 74 cytogenesis £ 2 Hol= &M 2
TEMPO, REPRISE, OLE H £ =0l ADPKD &t X =2| TKV SI12t eGFR & otE 8 0tF== A 0|
USE. 25, B, DUESES & 24Xl 4352 FAEZE0| A0 &M ALE Z=EHl EXHAL SS
HEXE SUEHEE 212 A&, = LH0IM S rapidly progressive ADPKD 2t XHS 0l Hl ALE

O, B0 AMEISO0 E2 [ AHE AHESEAMNES S ABZ AN St US
LI =010 UHE el AtESte X0l &Xe D HEE |l SRS 2= M2AE,
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