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BT .

Z LT, P 26~28 FEEEDFBFFRHE (N RE —, N —HLE) OB@ A N7 4 e F
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ZDH) AT, Filrzr AL LHIZHAFE S8 L ORI OFREHRL A Y —7»»
SRS NI BEFT =8 2 ANT, EZHEIAFIA 2Ty TT—FLIZ(ZET VX
(ZHDL BN A KT 14 > 2017).

SRIDELIENA FTA P36 FERD IIHRTL2EMUGETIRTH Y, BETA BT 4 e
FHEIZHIY, |FOTET v A% KD AR, FEOT7 v 77— MRTIEEE LTESNT
Wiz, EEIDAAOBEEE R BEM DS OFA L) AL Z L2 BERL TER L7,

B, W R ERERRAER & LT, EA A e R R R A [HE IR BT B H
DEBIIE U7 8K O ERIR AR OREEIC O W JCERR 2945 4 B 14 ) Tl, &ERERFIEH
B CHEERZ S SR BE D382, HEWNESIE I RIS e, EEREE T 1R % & O¥RE 2 AT
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G AREE L SRR B (autosomal dominant polycystic kidney disease : ADPKD) (&, T il &g (2 %
BoOBRSMEATIEICSA - AL, BRI O £ O bEEEIE L L. BiatERMERED R H
TUERLHEOE VKB TH L. ML & O ICTERATE I8, EATHEICEREMUT L, 60 ET
WHEBSRKIEA IR S.

BEERIEROREEEETHY, BETLLVEFLTVLEEGE, BREDIIHIET 5. WBIARE
BUURBELTWRCTY, i BRERICIVBET 25607 5.

JE AT & LCPKDI(16p133) & PKD2(4q21) 2315 4, 80% %% PKDI {5 D5, 15% % PKD2
BAFOZER 7D O 5% MBI FOEREBIBTE h o/, TOMOBRTOERL INTNE,

1. BEiEE

R\Z ADPKD ke (JE 457 A AT B RER A7 [H oG RENELRIEEREZHRITIA N7
A2 (F 200 1) &R$. ADPKD I3 HROABEMEEEERTH Y, BHFEOT LB 50% DR THET
5. L7ciio T, BIEFBENIEELD, BUKTIRIEHRE & ME OEBELAZWIEEL 20, SRR
BTHY) 0 BETZINIIZIEEICZ TNV

%1 <ADPKD gZHEE> (BEE7BEETEBESHEMRI [FLEAEEIRMERBZEHN NI (B 25K )
1. REAREDSHERNTVDEE
DBEREG THEICE4L SHEL EERSNTVDHD
2)CT, MRITlE, mEBICEBENEAL S EAMUEERSNATODHD
2. RIERNREDER SN TORWVNEE
NDI5ELUTTIE, CT, MRI £&IFBERBE THRICE4 SEL LERSERIN, DUTOREDBRNSNDHE
2)16 LU ETIE, CT, MRI £&IFBERBE THBRICE4 5 AL LERSERIN, DUTORBEDBRNSNDEE
AT EAST:3
Ozt BaiE B EA multiple simple renal cyst
CFRMEME 7> K—3 X renal tubular acidosis
O£ ®RIE multicystic kidney (ZERMSERAKLE multicystic dysplastic kidney)
OZEMHE 2R multilocular cysts of the kidney
(s & FERIMER medullary cystic disease of the kidney (F&EE % 7 0O juvenile nephronophthisis)
DB EMHRE RRUEFERMEBEER) acquired cystic disease of the kidney
OEaaafsit2 78 EERE autosomal recessive polycystic kidney disease

2. ADPKD D#tfmeZinE4E

DR oW hr iz s e
- CKD HIEE e — b~ v 7 TRy
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- ASEAE 750 mL Db 7 D4 AR AR RS 5% UL b

3. ERIZH

FRARIEIR S EERZ W 5, SRMEHMMET R, SRR R IRt R EERR L, &
B LRE 7 &RV B B 2 #5135 . AR SRS B IEREfLAE @ 309 (X B0 DAY o> BRI 72 i IR &
K%, ADPKD LB ENTLE IO DL WV EVDIEENLETH L. FOMIC b H gtk
2% 56 FE B (autosomal recessive polycystic kidney disease : ARPKD) i& b & & 1), detu R iR
B RV B B (autosomal dominant tubulointerstitial kidney disease : ADTKD), #4470 8
(juvenile nephronophthisis), [/ 8 Bl 5 (oral-facial-digital syndrome), Z#EME (multicystic
kidney), Z#MMHEIEEE (multicystic dysplastic kidney), % BB # (multilocular cysts of the kid-

ney) 7% ESERTREEE L LTHEIT NS,

B RA L ADPKD W O ARG ALE 7205, T MO0 0N, F~ =7 — & L TIRER
%(total kidney volume : TKV) 2MEH T 1) | BRI 7 + 0 — I3 HA CT & 5 Wik MRI 25#EY) TH 5.
HEELGHEFERLD ), EFFHOBHIIOWTIZFDO) A7 RXAT 4y bNT VAT HERETRETH
5.

ADPKD MEEZ K HOBEFHAIL, FEBIEOATHIVUIEM CT THHTH Y, bAEOEHREEL
12 TKV R Z ORI ELDR L ETH LI 2 ZETIUL, P EE1EIIITHINRETHS.

1 BERES® X2 &R CTE 3 MRI T2 i#RE &
KNEHOTA-—BEDOENGERNE KNSHROERIRE (RUVERD KIS mABRICIEZHDOBESTH—RKR
DEDICHAB)EDDERTHS. ABHDDEPTHD. NOERDPBDONS.

KETRLUIEAB T I—BEDPPH
<MNI—RERIF, BEDHSHVEHMD
DEHND.

. #8EBZSHE (total kidney volume : TKV) IE

TRV ITHETEHEONA A~ — 7 — LS N THB Y, EMICEDB LU TKV 2llE s 2 8ED T E5H
HINTns
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4 FEAEEICEKD TKV EIE
FBO3pmzAEL, BREREL THET .
FBAE=1/6 xlength X width X depth

6. BInFEM (BELFRIV—ZVTHZHT)

ADPKD (390 EBZF B L T 2 QAR B L SN RIE Th 575, HIELGIZ O W TIREIGZ I
THRIOBREIZZFHT 2EBOGFEDP SBMDVEL TH L720, BIZFZINILT LHLETE RV,

7. INRIBSUEFETOERR

/NS B Tid ADPKD 2K 2 AR 72 IR TR0 S LT 72 W T T, ADPKD B OT
ThHo TORIEL T AWIEEIE, ANEIZ S NICHEE COEBRBIICI L2 A7) —= v F it & %
Wd 2896, BE, FRENOTIREHEBRZ52) L CEMT NS TH L.

8. #IFIEN

30~40 A TIHER TGRS 5 2 &A% . BEWZWIGEIRE LT, 85 - IEERE, sMEk
IHEBEEZ G525 AR=VIZL 500 &) OWIRMIMIR, RGN Z S22 50 5. SR I3 E-H
I, J&Ge, RESRSODIREE & 7 B 2 3%\, 1BMEERIE 4~6 BIFH T A A L EFR SN, K 60% DIE
BNZRRD SN LA, 2 I, BEICIZEEPEREZEZ 5N L. WIRAYMLRIIH FEOREF TR
bNn. BERO T T, MEICARE Ny 7 @S2 O TEILE, EAK, BFER BEHREETZIEHS
NZWEINLZ LD,

9. URI5%E

BT ZZHNR TN A~ —H—& LT, BETIE, TKV, FETHIE L 72 hight-ajusted TKV
(htTKV) 2SEHERICfbILTW D, ZOMIC, JHKEETEROMEC, £k, M, AR, SilFEeE

— 3 —
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Z7HWTFE LTHBNTWS, JAZ44EE L CTHERE tTKV 2558 5 Mayo 7 T A 4045, T4,
SIE, BREGHE, BHEEEFEEMIEIZE > TH%ET 5 PROPKD 22 755N TWwWAh

a b
1
20,000 Class 5' 00
10,000 b s T
8,000 i -8
T e e Class ID - £
6,000 e . s
. P>l [l < p=0.653
4,000 . JUAEPN] '4' HEZID™ z — Normal*
£ 14T g0 80500 ¢ 48] ||| L ClassiC g l -g
_EI 2,000 ':-. : ° 3 :" [ 798 e § —C
> e o % o =‘ii :l et (1 paR e B _ —
< 8% (34 1IP0I S A . - 2 p=0018
1,000 % 0 L3 38 Anod | { ammwry SPes st - 2 —
E 800 FHHe = 3 e L I I O N B S s Class IB E 30
)/ an ®888.%335 dMEZIPIK )4 T -4
600 ..: ;!'s 'll; B .:;:"l%' 0.”'. L AEEE ! T % 20
400'. 0.:;.' :‘_!':’!:. + ° .
oo wgt 4% | 14%/8,0 ] . Class IA 10 — —
O PRROIIIIOUS L essSie
200 {gut D *2le U . 0
* . ! 0 2 4 6 8 1012 14 16 18 20
Years from TKV

00 -
15 20 25 30 35 40 45 50 55 60 65 70 75 80
Patient age,years

K5 Mayo 7S AD%E
a:Class IO5REDY ZAD%E, b Class I DBEHEEEET TR

# 2 PROPKD Aa7%
ESE

8

St

35 mURTICHRIE Llcm /T

35 mUARTICHRIE LU /=B IR A HHE
PKD2 %%

Nontruncating PKD1 &£
Truncating PKD1 Z5&

BURAS 0~3 =)
FEFEEUAT 4~6R
PP T~9 =

MIN|[OIN|N|—]F

1994 SED LA ETOEFERED S, HEOBEROAF ZHEIT 5 & 31,000 B2 1), 4033 A2 15l
A ADPKD #F LHem sz, UL, DOEOHEFOHREE R TIEDH 225, 2017 FEDO AN 10 T A
SO IFEERIE 137 T, HARAN 730~1471 A2 16175 ADPKD B L H#E S, BEOHRE L VL2
WHERTH - 72,

ADPKD Tl 60 At E TIHAEBARIABAEICES . BYYEIC X 2T, GO BRI O 1%
PR RIGFHERZ & 2 EYUEDSMUMEIC F CHERLEZ 23 00% v, LIMEREE S LCE, LHE
L ) S MMEOAEDIEN E %2 5 2 L D5% . ADPKD Tl JEHRIC & 2 BT BB 1T, i &
ETHCT ZHESE, B RS TIINENIREHRZIC L S COBETHIME D &, SIS HE ) A
MDA AT .
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IV | e - sbtEs

1. TR B
1) J&EICET S CQ
CQ 1-1: |MEZ##S ADPKD F&EIC RA REBEFR([EHERENIH?

#REIL—R ACE BEEZEH U< X ARB [FBIIEZ# DS ADPKD OFREABAELDERIIFERIRS KU
ERRNENRIAF TED D, TOEAZRET D.

CQ 1-2: BMAEZ#S ADPKD B&ECESREFEEREFH#HEINDIN?

HRIV—F SIS ERAIF ADPKD D7 LTI VIR, EDBER, BEEIBAZME T 2 MRHHAR
TEZN, [5DTREEUERDIBENBLZ, 50 MR T eGFR>60 mL/%3/1.73 m? B DREERA(C
BEMN'HD ADPKD BE(CR> T, BIRREEREZRET D LZRET S.

CE#®)

ES A (X ADPKD IZA B 2 BHEA S, BHERET, BRENMET T 200680605 2 L2%
W, ACE BHESED L < 1d ARB 2 & 2 BEEFREIL, R ARE~O MR & H IR R 05 R
T& 5. IE 110/75 mmHg ARl O RS 72 B #:0E, 50 A T eGFR>60 mL/43/1.73 m*D B # Td
WET VT I VIR, FEOBK, BERBEATUET 2REMFHFETELH, 5H562ER0H {HAIZIEE
HEHSMETHDLH. ACEHESEE ARBAEHT LAY v MdAkw, Ubkrs, ESiE% M9 ADPKD B%
1Zxf L RASRIMESE A FH T2 2 L #_ET S, F72, 50 KT eGFR>60 mL/%/1.73 m* > B M
DI B EHIZR - T 110/75 mmHg KOs 2 LA HIgT 2 L #3_ET 5.

M¥RAR  Lov-TrIF7vy VRAESE

ACE BHESE 1 7 v I 7 v ¥ VAR I ESE

ARB : 7 v IF 7 v ¥ v R P

CQ2 ADPKD D;aEICMNUNTIV[EHRENSH?

#EILU—R T 2%(SETIT 3, B UL [ERFERETHITEINDHA ADPKD BE(CH U, MERICES
BESR(CEEL, FFEERBEZTE-I—UIDAT, BHEEE IO ZBENE Ule MULINTS VibEz
HEET .

EERAEIC T AT 5 A S B BRI (TEMPO 3:4 3ER), B X 0D B IEEEEHAEIL T ANEST L 7272
1 (REPRISE #tB%) o1 A ADPKD & 255 & Lz “HEWT » & 2 bHEGER (RCT) % £ % f##7 L 72
LZAH, NY TV Y V2ZHFEETIE DVNT S P 50%, eGFR KT % 092 mL/43/1.73 m*/ 4R
L7z, MAT, PWANTE UG L) REAERE KOS S, BREELEORL, TLVT Iy
ROWBLHMEESND. PN TE I L 5 BEHEEET OWHRIRILED CKD AT —JI2BWTb AL
N2, BHGHIC B CEREH ORI & B A S22 L%, TEMPO 3:4 %o+ — 7
v 7 NOVIERGABR(TEMPO 4 @ 4 5BR) OFRD 5, RO OHRNMADPEETH 5.

— 5 —
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BABEIERIC I D  BEITRIRR, TIRZWi 2 IO Z AWML EIT I THEIN LB &, SFEEER T )
ffLHEFTHHE L FRABRGERN ZFE L9 2T, BHEBETOMHZ HE Lz MW7 VinE
/I b, MUNTF EEICEELCE, FURICHEY FERHRKB LI OREREERSAEDE=5 ) v 72T
5.

B FOKDET « fePIE<EHIRR - AOU —HIFR

FARIZE LTI, 27 L EBBKIRERL OB LD ), HUKERS Z PRSI NS.
72 AEERIREDERIIAD LN TR, 7272 L CKD & L TOMED T2 51X CKD BT A FIZ
WL 72NT Y AD ENT-BED, BIHETHOBIE, LIRS NS,

Ha) —HIRDEY T 7 CEEEDMERE, B A A0WMREIHIL 28 THENDHY, b MIBW
TH Mo ADPKD B3 CldMf AR mE R B I ZER T & L THES N TV S,

[2.3ﬁﬁ¢%@ﬁ%
1) SHAEICEET S CQ

CQ3 ADPKD FEICx I BRENIREDRATIU——2 T [3HREINZIN?

#REIL—R ADPKD BEICHVTHREIRED AT U —Z VT (LK DETELRDK T B K O XEIREER
HOFHZEZR/HITDIET VARV, BEBEMMR 7VFFTS5T 1 (MRA) ICKBDRITU—ZVTDE
fEZiRET 5. HICREIE P < DR THMORKENS 5 EBE(CEHETD.

Czw)

B Eh AR 12 ADPKD OBA/MRE L L TIL SN TWwb. ADPKD O K8k 24 MBI IR O A 75 3 1%
ADPKD TidZWEE LI L THEICE , MEIREHRZIIBIEEIETH 525, BEHIZ B\ Tl
NRIEDOAZ ) == 71285 [ EROKT ), [HMEIIREEO T, [ EHE ORI
IR L TR 7 v Ak v, LA L, ADPKD ORNEIIRIEIC & AIE1TEHIL 4~T% & EGTFHRICKE
CREL, 2MOPW G TIEAZ ) == 712X )P aar e 09 FIER L, EiBEEFEL 129 F
HSEBAARICENS EHE SN TN D, AW TPHRIGEOBIN,? S MRA IZ X ZMEIIREO A 7 1) —
SV TEEREEZLND.

CQ4 —a1—F/0VFHEZFF ADPKD ORIABZEEICHRESINZH?

#RIL—R —a2—F/OVREEE ADPKD OERFRIERICEN TH2TREMN G, JEEER
REUTEREINZD, ELARETZNETHS.

Cz8)

ADPKD |25 W T, #IERGEIX LIXLIERAETL2EEL2GHET, MRt LEEZHRYET I LD
5. BENaERORKE & L TUIRBIPHBENEROME T, 22T 77 ABERESZ V. 7T A
MARR A < N— L, JREMECRIGERE R 2 = 2 —F /0 ORI E, FEIIEDOGHRIZHELE
SNb. Lal, Za—F /0 RPHEEOBIGIC 2 5 2 WIREADPEIEIGEDRERRE & LTh %5
FTHESINTBY, KRR ET T ABURO PO MR SEHEZEICROLNTWDE Z Ehb,

— 6 —
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Za—F /0 R EOFILEET 2 NS EEZO5ND. KEWHREIE T En L2 EREAYE b 4
BRLTHESNTEY, Za—F /0 RIRE 2 TERPEIIERS, MINGHR ISR AYE
BELEITHEISE K> THIT 52 L2 RET 5.

B BRI (FL>F—Yil)

PURSE ORI G- 12 & 2 REFINER ISR O BHAE IR S I L Tid, N L =TI XA RED
PETHY, BERZEEELHREEIER T LT, KVRHO FLF— U2 REINS.

W FEfIHHO/MAR

o %Z IZEREED 5\ VIERy FELEITHET 5. iEtko®@abimicd L TiE, F7 %
FH AR AEFHIRD 5 VTG 5 2 L THERPIZIRMEINZZE VW) FMEDH Y, HH5EZERELTD
S BT LI AT 2 & 72 2 58 1S EBIRERFELHBI PR 2 LR L 207z 520,

B RESFST

ADPKD IZ8WT, 20~30% IZREERSADVEDET 2 L wvb il T b, FEAERKIIE, W70 2 RS
i & ARHEE RIS LT\ %, ADPKD TOREERA DO FRIRNR & MET L 728 13 2 was, RER &
D— ) % R A DO FEFETEIRE SN L.

m EfEE

B 2R A YRR E—RINRIZ T 7 ) 72 THhHAHD, TR INT I/ 72 0DATIET
DEMEERONZVEELHY), ZOBICIZIEAT O A FEFLRAESR (NSAIDs) O H A RET 5.
NSAIDs &, BUKTIE CKD (239 23 ST vy, ADPKD OFFIREITIZES-3 2 212
LCFTEFT Y AR R L, 2l L B BT 2 & 72 L T b EEICx L Tld NSAIDs OfEfHId#%Ez %
NETH 5.

B DRSHE (MERREZZSO) DAIU—-Z=VT

ADPKD B#& 0Ll s e & LT, EIEF®EIAE (mitral valve prolapse : MVP), & 0iEr B S84 & E
(mitral valve regurgitation : MR) 23— %0 CT&H 5. HAED ADPKD HETIZI MR 2" b %< 21% % 5
5. L L ADPKD (2 5F 2 FFIEAE O LIS BE G 12 X 5 Eda P REEDRIZOVWTIIA LT
V. JF ADPKD FBEHELFH TIE A7) —= ¥ 7 THERZLE MR &SI & WZZREFNIZ D\ CTIEEE T
fili, BXOGIEHEHEFRIZLY, B PROUEN TSN L7200, ADPKD 2B\ T, (LB E W
V2 & 2D PHE (O E Y &) A7) — = 0 T OER A HERT 5.

| 3. BHHEICHT SEILE

m EERRZFRILS]

ADPKD I2BWTIZ, Flrd L ATEBEMERNIC X 2 TR OM/NIT X BREERS, ST, 12
MG ORI D705 2 EPMIFF SN TE 2%, B OEHRUI OB RIS HTIE R, £07z
., ADPKD 2 B1) 4 BFRIZRIRS F% S, SURZEORRIIIR T & 2B~ OIS LI ELE
Sz,
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B EAXUZRERRE S LUFICT 2BIREISEE

ADPKD B OJERKEIx T 5 BB IRZERH ) (transarterial embolization © B TAE) 1, [EXL7-EB%
B NMIERTH D L) L OWEN SN, EETIIBIEROBME O H L BHEKIC X AERD
UEHNIZE K OET, ThNb L)1k TETWVS.

ADPKD & OE KNIk 3 2 BT B AR #2488 (transarterial embolization : Jf TAE) ® #5134 7\
A3, B TAE »% ADPKD DEKIFZAi/NT 2K 0S5 2 LARENTE Y, ADPKD B&H O FEMHEME/
WCHRITH L REED D 5.

B EXUSEMFRERICTT 588 aE (FLF— b, RRil - S80Ik —

JER L7225 e LT, FLd— Uil G5, &M, 5w, B
fTans. HEREPERLTOFAEIIELZLIMTH Y, HEAERE Gigot 778 (B) 12 X 2 EfanE
FERLIZEDETHROBEILE AT RE TH 5. HEROFENL I L TOIBIYGRITHELE L v,
WG, EmkEE, REIHIRIC L 5 ADL T Z& EOFERD GRS A1, R L 22RO
FERZ RN L, IR QOL 2§ 2 HIIZAMH IR 2179 2 L 2R3 5.

I8 I mE

K6 Gigot#4&
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