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2003F1BICEREZRF A HEATICAR. MRl OT138RE & THRAKIChigh signalDBFZEH H
Y, #ER—F v MREBHENTL FZVOY 60mg/HDIRSTERLTEKRLE, LD
L2004F2RICBE, BRMERLLLEDICAREGE Dz, ARBEETCREARBETHY,
BiRARICKELH DT
FEmINREZLEL,

RMEREELL, BAEXNBAETRLE, BORI0FZTELALZDHRT, BR  O&RE

1P

ZILaA—)l HBSEE, /N3 1074/H 10E-,
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oooooooooooooooooooooooooooooooooooooooooooooooooooooooooooooooooooooooooooooooooooooooooooooooooooooooooooooooooooo

RIRE1 COOEMET, EELERFILIIBIRZ2DEAN,
a. g
b. VUL D
c. HYGHE
d. FEITHET
e. LA/ —BIR
BiAFFR : B 165cm, {AE 68kg, 8 37.7°C, M/E 138/80 mmHg, BRI 80/min ¥, IREGHEE : B
m#AL, REREER : EELL, REY /NG : @A, OF M, IFRS 5, B Fi8,
R, BTRRMRENE Y, MOR: : ZREALL, IEE, ESICEAEORZZRHD (B1).

ey

RFFR : E8 2+, EQ/2L7F= 2tk 0.64, & —, & *,
FAHM : WBC 9,400/ uL, Hb 12.7 g/dL, Ht 39.5 %, /MK 22.7 F5/uL
4165 : TP 7.4 g/dL, Alb 4.1 g/dL, Na 138 mEqg/L, K 4.0 mEqg/L, Cl 102 mEqg/L, BUN 15 mg/dL, Cr 0.8
mg/dL, FRE 3.1 mg/dL, TC 183 mg/dL, TG 183 mg/dL, AST 13 U/L, ALT 14 U/L, LDH 336 U/L
BRE2 EEHNFEINDIBREZ1DEN,
a, MPO-ANCA
b. HLA B51
c. PiSmPifk
d. MEMGFIAE:
e. Pik v bu X 7Hifk

oooooooooooooooooooooooooooooooooooooooooooooooooooooooooooooooooooooooooooooooooooooooooooooooooooooooooooooooooooo

BERMRZRY (K2-1~2),
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RIRE3 ABELTHYEBEDE1IDEN,

a. ab 77 ¥ —EHiR
b. ACEBHEE
IYRFH Y -8R
d. RIBEERT a4 R
e. kg

oooooooooooooooooooooooooooooooooooooooooooooooooooooooooooooooooooooooooooooooooooooooooooooooooooooooooooooooooooo

REE1
®

KIGNE 2 2 L BIICBEARRPTEE L T 2 @EERRE (XREESIEEE) ORRVBEZLS
N5, SOICHETHHBENEEL TED, BSOS REDB RSB MIRETH 5, FEERICIY
WS E Z & ldZe 0y, T2dHE D0 eI 3BWOR L 5k 2 HELWRIETH 5, FEATR TR
B (BAIEE) SR cEnE7 7 7R EBHITE 5, ARBICK TEARDFHEI G % <,
WS 2 B2 R IC BT 2 THMRO TR O A IFEHET, & SITHHRK SHTRRINIC
EOBRWIER D H 5,

o

ERE2
L

FESRAKREZET 2 &I LIFLIXIBMAESBE IS, 7 7 7VIWRICRRNRIRITRE L
TRV IZ globotriaosylceramide(GL-3) 2 & 9 2 IRl LI DSPASH A CHIZE S 5, IREHEDS,
F 70— LRV THRODICH b6, BFESFET 28580, 7 7 7 VRO AREESH
%, BT RLIZPASHE TIIRBRIE LR D22l o g S 1, AZANGRE T LN O ERY Gt
I, 2oELEEABIRYA O 2 F L v 7L —Fet (RFK1) TIRGL-3D RG2S 1 % Hhb
ICEIREI NG, FEHEBEE (WHiX2) Tldzebra bodyd % V> iZmyelin body & WEIEHL 2 JE kA D
T DEEDVBIHE I N D,
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RS AFLLTIL—%E

GEER
B

77 7VIRIEEIA Y —LABED a-7T7 7 P =L ADTFE DRI 723K T I & ) BERE D
globotriaosylceramide(GL-3)34> & D I N B AL & A i AN ICETE T 2 IR E B R EETH
%, BRULBEIE AL A Z R DMIFEHE TGL-3DE MM T2 2 LRSIt I N TED, DA
ETIZ20045E4H XD 7 7 77 A 3% I nTw 5, FBIFAE, FHGRERG cAdm P odssE
DRI N T3,

7 7 7 V5135144 Anderson-Fabry Jii & HFEIX,  F A Y D JZJEFHETohann Fabry & JE[E 0 B2 RHE
William Anderson|Z & - T18984F I #i i & 417z1ysosomal strage diseases (Fabry, Gaucher, Niemann-Pick 72
EDVH B)D—>T, XHEHAMRERETH Y, HECHIRIII~TAITIAEEZ SN TwS, 7
77VWEIETAY =L ND a-B7 7 b ¥ —XANEED K Tglycolipids (globotriaosylceramide,
GL-3)DE N B & IMAE V- 12 1 L B o lsidn s (eI & B2E) 2356k T 2 TH 5,

EERFT R CIE, RIROZMPEFICE D) FRICHET 2 X)) RMADPZICRI A2 L23H 5, KE
FER TIEFITHE P 2380 6 1, #¢ IM%E fi(angiokeratoma) & WXL % IR EE D LB DRy <, /N
PO LUERE &EHICEEREIBML T, ZDIEIE X IRMIBEER, OBREICERIL
TR, SR I AT 2, B TIIEAROIBL L, R2 IETT 2 BRRERREE 25
o, BEMICTERD X ) BIREBBIEIND, BAL, DMAERE, BKINEZREE TN
550N THLT 5,

COHI 7 7 7 VIR O E, VUSRS, (RIThE, MENEEZ R E, O E 2R R
ETB07 7 7VRBRIEIRBINT W5, a-77 7 b ¥ —EAMREIZIEED4~20% T, H4HEN
DO BMICTRE L, AEMKR, AEESEENSELZRAECH Y, FREBERKEBHEDI% D 5\ IFIEKRELL
IIEDA% D7 7 7 VIR TH % L INTWw 5,

CEIEEIEZ)
X ik

1. Thurberg BL, et al. Globotriaosylceramide accumulation in the Fabry kidney is cleared from mutiple cell types after enzyme replace-
ment therapy.Kidney Int 2002;62:1933-1946.

2. Sachdev B, et al. Prevalence of Anderson-Fabry disease in male patients with late onset hypertrophic cardiomyopathy. Circulation
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2002;105:1407-1411.
3. Desnick RJ, et al. Fabry disease, an under-recognized multisystemic disorder: Expert recommendations for diagnosis, management,

and enzyme replacement therapy. Ann Intern Med 2003;138:338-346.

<EH 2>

iE Bl 218, &

REE : 2R SEEEHI H Y EETREE) DY FDEZRTNSADENL S ENT V=, 2B™FIN SEH -
EERICRZHAHIRAL, 1 BRAIL SEANEHEITDIHICTE L, SEROREETEA2+, H
mRiG2+h'HY), FRLETHKRMER 5~10/hpf, AMmER10/hpf, I FAE, FHmEKAEHIHS,

F5E54:w§%t§'§t EEEEF&E1’D1§N ................................................................

25 T EBHhH FHAN?

BHCTFERZOIED £3»°?

c. Vb ENHEEZICAAHRIZELC ETH?

d. HGIZH 722 EEEDELS D ET0?

e. BOLEIATEPAL LD ETO?

....................................................................................................................

ISHI

®&EMR : TP 5.5 g/dL, Alb 2.5 g/dL, BUN 23.8 mg/dL, Cr 1.2 mg/dL, FRE§ 6.8 mg/dL, Na 135 mEq/L,
K 3.8 mEg/L, Cl 105 mEq/L, WBC 2,800/ u L, RBC 38075/ L, Hb 11.0 g/dL, Ht 39%, M/}
9.3FB/ULTHD7=0

F-:‘EEES:U)%%'CE".%“ .c.t. 7& .% ﬂﬁ&ﬁh%b\twézaﬁf\ ..................................................

JidsDNAYLIA

PiScl-70 Hifk

c. YLV VIREYUAR

d. PRI E A

e. fitr b X 7Hilk

IS

ABRi&, BERZIT O EIBRBDELSBMRTH Oz,

‘-. <oty gt
> I
2 .. ~

T,

X3 AZANZ&, 4001%
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BE6 SHITDLDZE 1 DEN,
o B 22
b7 ) RRTER

c. 74— —7IHE

d. FHEEK
......... o AEBRMOENTE ||
PIgE4  (EB:d )
B B
2tz 72 =72 (SLE) &, ARADKEMEIIHH D 9 HL4HHED L2/ 3 L Z2Wnig Th
%, ZOEFETIE, B, EEAE, EAR2H D 2L Y T b =T AOWEEDEV (£1),
P & 2 HOGIBBUE Z IS 2 2 LMERZ2 LA SE 2D THETH S, LA/ —HRIEZZ
WiHHEIZ A>T o THRMEIR 2w, 11HTHE2 S4HBE M LEROMAG O IZ1,8166ED & &
D, % DEBETEHRREDSD 2 2 L PRINTH 5,

IS

®1 SLEBEDERRERDORE, HRE

1HE EE(%) FEE (%) BUELEL BMELEL
1. BEAEAIEE 57 96 14 0.45
2. AiRREZ 18 99 18 0.83
3. FKIFBBUE 43 96 11 0.59
4, OEES 27 96 6.8 0.76
5. BAER 86 37 1.4 0.38
6. WIER 56 86 4.0 0.51
7. BEE 51 94 8.5 0.52
8. 11 - iEE 20 98 10 0.82

BRI I Z Bl AR OL— 7" A B %) L) VIBEPURRLC T % LERTH 5 (F2),
BEARIEE TSR DIRAD T 285 61%, RERABR « MERBECRTL, V=7 ABRH
BB CH 5, —J7, LV VIREYUAE (eR) 1%, BOYXF (RRESE), Miiss, Mg,
Budd-ChiarifEfE#, HEMEREZEI LT v, £, MiFz2HE b 25461, BRICHEHRT 28
H%\, BEDRS0%I1ZL— T ABLEEZ AL TV 5,

F2 2HMTY TV T IDERKN L 8
REEEHFL L REREEHFSHY)

Y CEEHRE IM;ERAEIERE MmiERAEET
ZL EERY IW— T XERE
»Hh) Y RREREE SER

PImEs (IR a o)
®
FidsDNABUf IS, BEHEE ) 7% b —F 2, §iScl70 Fifk XA, 1Y) IS IZ 2 St
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U7 b =T A, JUFhERMIE A I L S EIIRSS, SRR S FEME R, Pit v b o X 7 Hik
(ZHRECRE + CRESTAEMRIFICREIYTH 5,

e
g

TR ICBI L Tid, ISNJARPSHSH VSN T W3, 113, WEEAKRONEZ2RD 20,
I XD A5 > X7 LB H 2 b D, 1E, PEHEED XV X 7 A86E & BUREILREZ D3 FAE
T52HD, IVIE, PFABICAF U FILMEEENETILED 20 L TERALNE LD
(K3), VIZBEPERRER, VI L 28R D ADEHEE L Tnws, RN ARANRE T IE2 74 Y
— =TI EMEA TV S, FEEIURZEE, BERWIEERRED 5 Wi 7 S a4 FEHE, BSEE,
RPEEIETA OGNS, b7 U UERERIZIY VIRETMERR, 25z ) T —F2ATAS
N5, ZOWHEFMEARIIZFEEL R\, T4 Y —IL—TIWEDIEMRTH 5235, AP DSKED S
TRET M DIRBFEE IR > TR S I N0, a7V UHBHE MCE L TWws Z L 2R
LT3, FEHERERIZE U WABRIKRE R T, FofitEEnnA i znE R ETAaAGNS,

(G H:H—)
Xk
1. AHE—, IUHEL, BEH &R Bl AR Primers of Nephrology, MGt @ Bia(BE244E,  2005:142-151.
2. SH#—. 2FEZ YT b—=FR Ob—72ABK) WEE SR, Hint @ dIEENE, 2003:1412-1415.

<fEBl 3>
fiE 5 48imDBM,
FE EF : IEEARIRR
RRE : ERFARBHVEEEZREZLLRICERRZERINZS L
KM : HR B : P, HER®F, X REE, 8: N—F2V K BOR  BRETOLRERH
BEERE : 27mh OB MmESEE
BARE : 72— BZEE, Z/33RHE,
REERCTREZ{T 0 &I 3R41, 2DLSTH Dl
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Fl}

87 COBETESHITDITEMISBLEDE2DEN
a, SR HERE
b. KA
c. fEIEFITH
d. R
e. BRI

BIfE8 CDEEBTEITZMILETDAEMDSNEDZ1DEN

a. ACEPHZESE

b. ADH-V2EZ&AHE P

c. Ca¥ v FILHEPIHE

d. RIBEREA T A FHE
.......... S B e
SE
B R

KRIGEED & BB FEbN, BEEBCTHTRY & %7 IR (ADPKD : H QM EEE{E) onf

REMEDSEN Y, S5 BB OADHE & LT, SIUEII60%, SEZENEIREAMR 7 > X 4 T3
10%, HIRTIERI20%ICFAEL TWw 5, DIROEE & LT3, A=K, HiEFPHEA25%I20%
THLND, KIGEEIBHEAL I T 2 £ b TWw 5, RGN AlportiERRE, [N
VXS ETPERE{UAE (tuberous sclerosis) DR TH 5

r9sE8 (E@E:b )
g

BORE DR TN ORR, e rEREEOLH Y B ADPKD)DEK LS, 7% S
INTE, HI6FGOMFMOPKD EIS T H 1 TH %polycystin-1, & % W IFE4FR G OEERID
PKD2EIE T-H 1T dH S polycystin-2D W 1D EAKEED KbILT 2RI 15, 80~90% %
PKDI15HC, 2D 2PKD2EH TH 5 Z L 30> 7z, polycystin-11%, #Md - MR H 2 I HHAE
LMt~ bV v 7 AL < BEEDEE T, MR HIENS 7 U siER SIS L Tw b
FRIZE RN OB %2 J&HT L T\ %, polycystin-2idpolycystin-1D B ICFATE T % CaZminh:fG 4 4 > F v
I THD, MEANDCaREE FA-IETw5 (RH),

BIETH2E D H 2polycystin-12 8 A L 72 MO MERZ @9 % £, IEHEMIETIE, cyclic AMPIC
£ o THIREETEIZAEE 2 & v oicnf LT, SEHIIE X cyclic AMPIZ X > CTHIFERETHASEE Z D, Protein
A kinase (PAK)IITHIZE CHIEIGIHZ IR CTE 2 2 L3b o721, DI EmiE L - ¢, MlEn
cyclic AMPZ LA I8 2WH, (KT IE 2WHOWMNBTHON, ADHREBEED L h VY F Xy vy
¥ —7cyclic AMPTdH %5 Z &6, ADHEZARBEIERIGHITIE R v e wvw) Pl L2, €7
NVENYCEBEPTOI T, ZDfEE, ADHXEHRIETIHEL MO RZ T 5 2 L3bh o739,
BifE, ADPKDEH THEMfTON TV 5,
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apical membrane

".up.

==my E-cadherin
polycystin-1
=== polycystin-2
& tight junction
Z— microfilaments
/3 -catenin
@® Ca*

TGN f/‘}
UMD

a

basolateral membrane BEERBE  polycystin-1 & polycystin-2

COHEICE L TE, BHIFETE FTOIEFT VRSN TR W, BN 7 7 e —F
ThHHIEESBRIT-RIGREIFFEIN S AREELD % &) BISIC > T, BIREMESZ D
X9 PEY 7 2AZHSTEL ERRERICIOTHAI) LI EBERBHD, L7 L —=vJT
HEL 72,

X

1. Hanaoka K, Guggino WB. cAMP regulatescell proliferation and cyst formation in autosomal polycystickidney disease cells. ] Am Soc
Nephrol 2000;11: 1179-1187.

2. Sutters M, Yamaguchi T, et al. Kidney Int 2001; 60: 484-494.

3. Gattone VH, Wang X, Harris PC, Torres VE. Inhibition of renal cystic disease development and progression by a vasopressin V2
receptor antagonist. Nat Med 2003 Oct;9(10):1323-1326. Epub 2003

4. Torres VE, Wang X, Qian Q, Somlo S, Harris PC, Gattone VH. Effective treatment of an orthologous model of autosomal dominant
polycystic kidney disease. Nat Med 2004 Apr;10(4):363-364. Epub 2004

<EH 4>

iE B : 69, B,

RFEE  19ORBICRBEROBICHENEZZII TS, SHBRAINSTROZELEASBEEEL, FE%E
Z2LiEZ 3, REAGBY), RiEm@2+), RIAERBC 10/hpf, BUN 18 mg/dL, mEI L7
F=> 0.9 mg/dL, TP 5.8 g/dL, Alb 2.6 g/dL, AST 42 IU/L, ALT 58 IU/L, TC 320 mg/dL,
TG 330 mg/dLTH '), BN ARELE D=, RERE 4.2 g/H, Ccr 92 mL/4%3, C3 72 mg/dL,
C4 20.2 mg/dL, CH50 32 U/mL, HCV-Ab (+), D4 ILAEEFEIb, HCV -RNA 7> 711
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NALL 2280 kcopy/mLTH Dl BERZEITLEEZATREDKISBHERR (KH5-1,2)
THol=o BAMBEEARICITRIKEIIEL DO,

....................................................................................................................

RIRE9 REZHMRE L TRYULEDEEN,
a, WEPERETEME R BRIARTE 2
b. FREPEERE
c. AV UX T LAREER R
d. BURITEi PR BRAATEASE
e. UMY

RIEE10 ABMEBERELTHEYEEDIIEND, 2DBEX,

a. MIBKEAT v A N3 40 mg/H

b. BIBKEATOA FHE40mg/H+>70r2A773IF (ZV FXH®) 50mg

c. PEGA v —7 zu v

d. PEGA v ¥ —7 zu vV +RIEKEA T A F3E 40 mg/H

e. PEGA v ¥ —7xuy+UNEY V+HEIERE AT a4 F3E 40 mg/H
B
B

JEHEPT FLIZPAMBL s CARERAIL ISR TR IC e > TR D, BRI E2E S 5, B

Tl¥, Ehrenreich-Churg®D A 7 — Y3 TA 7T — PI~INUH Y T 2 LMl T RS Y % s fik
Frichh, BIEEGEEZHINs, CRFRICHE) BHEL LT, BEVERRERBRIAE R (MPGN) X
H4ThH ZOEHHEILE Y, MPGND40~60%FEEICCRIF R DG T2 L vwbrs, —7, K
PERREDI~5BIREEICCRIF R DGV A LI L Evwbild,
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SR
fE

CHIFF R P EE D % 7 v — RIEMRRE 2 2§ 2 BERE &L W S N6, 20K e L CHFRIG
BERZ AT T 20 T 20008 E 22 5, —MICCRIFRIIBRIIFR L B, 27a4 FEZMHH
T ETHREDELTZ2Z L3P0, LA, VANVAENHS ZLEOMEINTVWE, Ly
L, IEEELE L, PANVRAEDRISWE EIE, Ze2EE L CATeA FlHIFHETE20%5
AV =720 rH0IEFINEY VOEHZETTA I LEOEBRINIRNETH S,

CRIFF R DIEHEI E LT, PEGA ¥ ¥ —7 =1 Y (IFN), U XNE Y v EH LB IREEAES L,
NS D FILME S T 2 080D 5, AHIZ6omD EEE T, D &b FRIGHMEIXE:,
L2 SIENIETUED 7 A VA 78 4 TTbTY A )L A& DA 7\ (<300kcopy/mL), L7235 TC, £ v
=70 vdHbHIFYANEY 2T A2 EBIHRRIERI v, 70— YiEEEZ 2§
DEMERIEICN LT, A7 F VT AT, RA70uA FELABENEIEGRITH L 2 LRI
Tw3, LaLl, WREHETIE, REEVEZEHAT2 2 LB3ETIXRETHD, AHloEEIEA
THA FEPOBERPELVEBbNS, L, ATvuA FEMHEDFRIEENNED M
HICTRETH D, 7, TvoA Ty vHERZBMTHENT 2, 20 IEHKNDED X T
nAg FEETZU ATV VHEREZHHT 2L OERKE LTI HISBLEZ NS,

(7 )
*BIIC2OMR L B Y ETH, 190D T OTREYIE L L TRAD S RILE T,
(5 IFH—)

<fE®H 5>

iE B 77R, B,

BLEE : BSIERE EHeERE B OxRE SHEMLE

FIERE 4 INET &L L,

RmE - 8B T8, BEIRKER (CAG) BRTAR., MFIL7F_fE 1.6 mg/dL, 9H2H CAG -
PTCAZEfT (EEHIFEMAE 150mL), ZAITEROILERICKINL, 9BIHER L=, 9824
H, THNARICZZE, EOROZERERDE (K6). EEEIROMAIIATEETH DI,
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fBRE11 RETERELADUREMIEOEDZE2DEN,
a, ME7Lv 7=
b. LY VHREPUE
c. HFEEBREL
d. I/ IViREL
e. Ptk

BIRE12 EMITRNEREZ1DEN,
a. MPO-ANCA
b. NG e s
c. BEM
d. B§AmR
e. PRI &R

....................................................................................................................

RIEE13 EBEBICITOAREE LTRYULEDEIDEN,

a. HIBEEAT A P

b. P AR

c. IMFEEREE

d. LDLWE L

e. IMUKZENT
1 1
B2 B

WERER (CAG), i FREOYREMiZIC, RDOEDZE{(blue toe)Z iR 72 L6, LA

TR —)VERE (2L A7V VERE) OWREESR D E, E 7 L 7 F =2 251.6 mg/dL E 3T
WKREFERLTEY, 7V 7F=2v 27077 Y AT0mL/aARTH S 2 EBTFHRINTVS, 2
DEIRWTa VAT — VERIENEL 2 L, SHRIMEZLVT7TF =P ERTE I LT
SN, £, 2L AT 00— )VERIETIE, FREROEMSFEINTH 5,

RORE12 IEf% : d
B

MPO-ANCA %, BEMEENLFEINE %, FHERBRER R ChIECZ D 2T v, ZoEFET, B
BT D, BEEEMZITI 213K ) RiTh 208, fHHICERTE 2 M TREERDIZ) DX v,
FEREREIR & LTI, Blue toeDIEH 12, MIREZBE(livedo reticularis)Z &b H 5, FHUMEEFIZ T L
AEERITTR D,
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GEAR
g

RABERDSEM L T 2 RPLTUE, RN TR 2 E L, S SIKBIMSPRIELZT SR T2
DHIGNT WD, ZOREZWET 220121E, HIBEEATuA FENEGHTH S, 182 IHI
L Z2BRIEIR 2 B 284020, RICHIBRREA T a4 FEZELET21ZI DL 0EINT0 S,
ZDHIZ, LDL7 7 = L —Y ADEMTH > 7IEHIERE D H 223, ZEPITORRIEI N TR0,
PUBtRIAE R x, —ICIZBET 2 RETH B L SN T 05, MRAMRREE D Tl kv,

X Tk

1. Takahashi T, Konta T, Nishida W,et al. Renal cholesterol embolic disease effectively treated with steroid pulse therapy. Intern Med
2003;42:1206-1209.

<fEH 6>

iE B 72, T,

F F:EHELANIVET, BB ORE

ERERE - ERR7E108, BHAFM

FIERE : X - BUESR, B8 1 ORE, I SAH

RRE  FR11E2BOEARNCLEEOSKZS T AR, 38180 MyiEaE, 2HLYJCDDP (A%
A (60mgX1day), 5-FUICKDILZEERME. CFEEMABIBB A oR 2 ICEHLN
IWHME T, bEFEEEPIELEREZRBL-H28&ICIZMENafE109mEq/LTHY, 3HBIC
LRENEREL o,

B{KFTR : ME100/50mmHg, EEL AN —20, ZEEBOBEIIIL—5—1K,
MERRELL, FEEL,

F:EJ%EM12&2&'%,1:&}&#&Euvér:m:ﬁﬁﬁ&t@&zaﬁg'\ .................................................

VoL a—)b

EHLEALIR

c. “BAHImAE Fdws R

d. NGz

ISE

IRERRAE © RBR : LEE 511019, A (-), ¥ (+), Em: (+),
RBC ; 10~25/hpf, BRZEE ; 488 mOsm/kg H.0,
WBC 4900/uL, RBC 250/5/uL, Hb 8.0 g/dL, Ht23.4 %, IMm/\k12.055/uL,
AST 17 IU/L, ALT 16 IU/L, ALP 70 IU/L, LDH 171 IU/L, BUN 14 mg/dL, Cr 1.0 mg/dL, FR
B 1.0 mg/dL, TP 6.3 g/dL, Alb 3.9 g/dL, Na 115 mEg/L, K 3.2 mEg/L, Cl 82 mEg/L, Ca
8.7 mg/dL, P 2.2 mg/dL, Mg 1.9 mEqg/L, #EfE 90 mg/dL
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BRE15 HHSTNDmMBREEII DH
a. 210 mOsm/kg H,O
b. 240 mOsm/kg H,O
¢. 270 mOsm/kg H,O
d. 300 mOsm/kg H,O
e. 30mOsm/kg H,O — 330 mOsm/kg H,O DF& 1)
PRAEERZE ; Na 170 mEqg/L, K 34 mEg/L, Cl 201 mEqg/L
FRAAINAG 20.4 U/L (1.0~4.4) B.MG 1325 ug/L (16~518)
ADH 5.3 pg/mL, ACTH 29 pg/mL, cortisol 17.7 ug/dL, HANP 22 pg/mL, TSH 0.14 u1U/dL,
FT3 1.6 pg/mL(B#fE : 2.0~3.4), FT4 1.9 ng/dL(E#fE : 0.9~1.7)
ng?gm . ;grg,ﬁ;ﬁ,ﬁ@ 1 j,gz\o .............................................................................
a, KR
b. 5% 7 KKz FRIC U 7 HiR
c. 4FHERIR 2 AR L 72l
d. ViR 2 TR U 72
e. BREHIKZ RIS U 22l

PIRE14 ((IERE : cEZDfth ) caBRENTOIUEERE LT,
]

HAGECORBiARE L, OMBEIANKTDOARRE, QfINE DA % —fE Ik > T 5 7 D ICHfFE L
WS Wb DIZHES>TWS, BKDT X A FTlE, A&, dehydration, %% |Xvolume depletion & HH
WEICXA LT3, Dehydrationl®, K585 X - TR DER 23 L5 L CTHIBEN 2> & g
WAIKTDEEBE 5 2 EMBADZALTH D, ThOLEENILEE &> T35 2 L%, £
7z, volume depletionTlX, NaffIC I RE A IZ%HR v, BEICKk>THIIT 2 Z &25, K EEE
Th b,

®1 FREBDICHT SERIERORE, HEE

1HE BE (%) HEE (%) BUELER BELEL
1. RO T DEzIE 50 82 2.8 0.36
2. OpEAREzIE 85 58 2.0 0.3
3. BEEALRE 62 82 3.4 0.5
4, EMMEBFHERRRE 34 95 6.9 0.15
5. FILAFZX b 97 96 243 0.04

B AR & 1%, hifoMza L T, Mz L T ol 2B BINIC R & 2 44 O
575, 2L LISEIE L 72 abath &l 5, COEMTRE, BHMlEETEmREO A HEIH S
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DTH B, Y OHBEIR, AEAEPLEVEINTLL2DT, @ERKEZ2EHE E 52 &3, AEik
THoEHWIL, c2BERL TOIUSIEMRE T2,

15
BE R

MAHRZEH X, 2XNa + IfifE#/18 + BUNRSTHENTE %, ZDEHETIX, Na 115 mEq/L, IfBEE
90 mg/dL, BUN 14 mg/dLTdH 2% DT, 2X115+90/18 + 14/2.8=230+5+5=240 & 72 %,
* eD30mOsm/kg HOl%, 330mOsm/kg HLODILIE S A CTF, BFEFL T,

16
B
ZDBRED MR ELED2TI0RT I > TWBE DT, IEHTIE, ADHIZEL ZWINAEWnizd T
b5, HEFTIZADH 5.3 pg/mLE FMINT V5, ZDOMAERD S 1%, ADHAE Y] 7 Wi
(SIADH)D FJREVEN BB I %, 7272, SIADHTIRAREIZIEF TH 2 Z &, RPNafEitEDd %
BB EDHIHRE RS2 TS, ZOBEETIE, KPNafEE2 170 mEq/L (45 & L Tloghl 1)
ERBICHEMEINTWAZ LTk 2, AT IF v 2HEHRICEAL TW5E E v K E» S b,
AT T F X BIRMEREFIC L 2EREEREFICL 2D LHWT A 2 L3RS TH S, C
CCHEZRZ LIE, SIADHE YW TUL, BEEE L CIKFHIRZITIRETH 255, ZDEETII,
KIEZ R DOIRA I X 2 ADHTWTH O, ABA/KZ IS L 220 E LB E 2 5,
(5 FHtH—)

<fEF 7>
E fl: 68m%, Ko
RRE : RHBEDAREBED-OAREFEE, MaRECEBREREZREY, AFILT—23 %% T
fco 103k, BIE - BERBKBICTOEETPZLOPEY 5mg/H, JUNROS5 I K 2.5mg/HD
MBEFTITTUV=,
B4R : 8K 154cm, & 55kg, ME 155/90mmHg, BESICEE L L, TRICBEEDFEERED S,
REFE : REQ 3+, R +, WBC 8,600/uL, RBC 3305/uL, Hb 9.5 g/dL, Ht31%, Mm/R15
F/uL, TP 6.2 g/dL, Alb 3.0 g/dL, BUN 28 mg/dL, ZL7F=> 1.5 mg/dL, RE 7.5
mg/dL, Na140 mEq/L, K 4.9 mEq/L, CRP 0.1 mg/dL, B&BSMHE 195 mg/dL, HbAlc 7.5 %
BEI7 BREREOREEBTTSLOICETIOINEREE1DEX,
a, [REMA
b, B IMEEERE
c. B
d. MEEREE IR
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PHIBEFMESHBEY LY, 38CHROER, GFMIMNITEEZRH, RALEDMEKE100LA E/hpfZ
HFEWH, FHEIOSMEMERSICOLWTHREZZ T, ARBOERBRETIEIRHBIL7ZFZV
46.5 mg/dL, 1HRE1,440mL, MBI L 7F 1.7 mg/dLTH D7

EIRE18 WMEICEAIDNEMEDKRSEL L TELBEITELEDIEND,

a, 7 IAhTV 200mg  12RFf RS-
b. £ SXF LT IRYFY 1g 12 S
c. 77V~ lg  12W5[EE# 5
d 7u®Xt7 lg  24KffH1#: 5
e, RV LYY 2g  12WRffER

ZDEIIRFTHiE21BBICRR U, Migid ) MBEERITA ) VETETITHhRTEY, 5%
ICTIREMMIREIC L, L—Y—XRENZETI D-OARNEREZARTIESNDII L LD,
NERTOME 140/90 mmHg, 24IFERRETIE, 1HRE 1,700 mL, FREH 360 mg/dL, ERFPAIL
7FZ2 30.8 mg/dL, FRAAAYU DL 40 mEg/L, FRABRZFEZER 220 mg/dL, FRFRF MU DL 125 mEg/L
THho7=o
F:EE:E19§$$ E.’Ec‘:bt’ é 6&:3§1|:T/\3-'E,0)&1 '3135/\ .................................................

a. HIr
b. AU T A
c. Ko

d. &HH

RIE20 ABIDBWEEZSETHIEELTIET Y ADHDAEEE2DEN,

a, TV IF T Uy UREEETIH(ARB)

b. 7a7Y/—)

c. VAR RIF v

d. V) Vg

e. MM E S 2D

W1ER, FERE - FIREHEBHROLOTEZ L, F2O7HAICEEICER, ZOETROZE

MHHIEL, BETORBTHERELADL Do, HEISHIERRRFX Y 10kgiEL TU V. ME160/90
mmHg, BEICEM S S 2B, BHXERETIBEOOLAXETAOHEZEDHKZRD-.

®&EFFR : WBC 13,000/uL, RBC 240F5/uL, Hb 7.8 g/dL, Ht 23 %, TP 4.2 g/dL, Alb 2.1 g/dL,
BUN 80 mg/dL, 2L 7F = 3.8 mg/dL, FRE& 9.8 mg/dL, Na 129 mEg/L, K 5.2 mEq/L, Cl
114 mEqg/L, Ca 8.1 mg/dL, P 5.8 mg/dL, CRP 8.6 mg/dLT& D7=o
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....................................................................................................................

BiE21 AFOZEDEFEELTCRLBENLZLDITEND,

a. f&lIfurosemide 120mg

b. trichlormethiazide 2mg

c. Spironolactone  200mg

d. 5% 7V 7 3 VH250mL+ ERIRIN % S-furosemide 80mg

e. 20%7 V7 I ¥ HK100mL + E R N S-furosemide 80mg
SAEICK W IFEE - (FIREEIIEL /DY, BUN14Omg/dL, L PF2 6.5 mg/dLIZER LTz, BEIC
SSEDENERE - BEFEZOBEMRICOWTHRAZITOIIEE L
F.;jggzz . 'Fggo)gma }E]g_—_ [,t IE[, (, \15, 03&1 jlg/\ ..............................................................

a, BHEBRICHN, IEZ L7 F U PEEE 2> T2 HEBIMEAT S

b, MEBLEHTICEN, MEENT DT EMm FRETH 5

c. BHTEABDBELELHIZAS%IETH S

d. ©DETIZAEH 1,000/ EOBE G THhITW» 5
......... e, MDD A7 MR X SRFREMBTHD
17
B2 S

104E R DSIE, BERRIEIED D O, BB TS 2 f 9 687 2 M o B BERE Rt 5 12 2 o 72 J5pe 1

ZRES 27-0120F, FFRMREBREIIC XD, BIETERIGE OG5 2 M2 T 2. BERISTEEE (30
PRI ISR 9 BUNMIENE ISR L T8 D, BERIEMEERE A 125 W TS ISR RS MR IRE Z Of
FEL TS, BERRWEZE ) BE I8 VT, BERIC X 2 801 2 B I a3 2 o1k, OIfiR
DOHEFE, OBERIEIEDIRI DIZFERE L 72 BhE, QOBERIEIERIRIE 2 R <5 &% L, PR IEBE DL
S X 2 EEEPBRSBEONLGHAETDH 5, (LR 5A)

mgE18 ((IFfZ:aFf3b)

B

SBIRFT R OARKEID 7 L7 F =707 5 v A3H26.6mL/min & §HFE N5, 2 ORIEDER
DIL, (A) DT IATVIETIFIYVar FRTh), BEOERKIELZEZ X, ZokbEE
REYTH2, £/ B) £ IXRFL -2 I7AFFVFOTROBEHEMMETH D, HIANNRRLFR
X 2 DOEBERE TORH8130.5g/day, 24K 2 E 23U E XD, I HICAFIO X ) I BB RBE R
DHHNEE L L TARKOHEWE 2T 2 2 L IO RIERH 5, —MITCer 30KTHICE T 2%
7 = LRPUEYE oM R IZ 1R R g% 12~24K00 & X4, (C) (D)E b 2 oHEiPHIzIZV 3,
RV ) VyRiIEFe7 2 2R 5EWE XD S REIIIACEEZSNTED, 1l1~2g, 12~24FF[H]
WO HHEY) & XD, (LR EA)
(RN TIFIOZBEBINTAZ LI >TWELRD, af723bTHIEEEE L T,
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e ((EfE:a)
g

A D PR NaBE & 2> & HEH X 002 B B EUE 125(mEqg/L) X 1.7(L)/17=12.5g/day TH %, F 7=
Maroni D 27> & I S 41 2 AR (X (0.22(g/dL) X 17(dL)+ 0.032 X 53(kg)) X 6.25534.0g/day T dH
%, DBEHOBEBEZENDOBHIA P74 vickuR, ZoRHOEABIEIZAEDZD0.6~
0.8g/dayfEfE, HTEHEIIS~TY 7 LRI N TS, HEEENEICE L T3, 74 Fo4
VIHEL 72 b D Lo Ty, SaHIROELNETH 5, iliadk <, Mfar te—Ly
A VAY VEGICTHIERNRETH D, BFERAI Y —OflRIFAETH 2, IRbA Y 7 Lkl

HII34mEy/HTH Y, AV 7 LBFHERUL 2, (LR A)
RI%E20
R

BRI & % I BRI %2 £ ) I ISR %, ARB (7 v 24 7 v o VRERIETEHR) O EaE
B T IS0 SR 0%, RBRE 7 mij 1) & PRl R IC X D R S T B0, BEIIR b & 0 TEA X
& LONKF-CKDZHITOA A F 74 v DixhTld, BEARETZIHT 2 5ESW o0l s
TWw5,

AERITHZL ZENTTICIHIN TR 21D

(1) BEROPVEBRE I, B 72 A E B
(2) I oD RS 7 A B
(3) ACEFH#3E, ARB
B: filigi F F 2o N TR v, AREPEH SN TEbD
(1) SEAHRE
(2) BRERE TEEE
3) ElfosH
Y 2R R F Bl TR, OEREL D IZERTE2XETHA . R, prospective study
H %\ ldcohort study T Y AW AR LT VICKk>TA? 7Yy MAEDVE33%RE E ChIET 2 &
BEARETBIH S NS L)y EBHINT WS, £/, 5/6F4EE 7L Tlong acting erythropoi-
etin analogue Darbepoetin alphaZS B &I PREEMIC/EH T2 2 LRI NTWw 5,
(LIRFREL, 5 HAR—)
X
1, Brenner BM, Cooper ME, de Zeeuw D, Keane WF, Mitch WE, Parving HH, Remuzzi G, Snapinn SM, Zhang Z, Shahinfar S.

RENAAL Study Investigators - Effects of losartan on renal and cardiovascular outcomes in patients with type 2 diabetes and
nephropathy. N Engl J Med;345 (12):861-869. 2001
2. Jungers PY, et al. Incidence of anaemia, and use of epoetin therapy in pre-dialysis patients: a prospective study in 403 patients.
Nephrol Dial Transplant 17: 1621-1627, 2002
3. Furuland H, et al. A randomized controlled trial of haemoglobin normalization with epoetin alfa in pre-dialysis patients. Nephrol Dial
Transplant 18: 353-361, 2003
4. Tapolyai M, et al. r.hu-Erythropoietin (EPO) treatiment of pre-ESRD patients slows the rate of progression of renal decline. BMC
Nephrology. 2003; 4: 3 http://www.biomedcentral.com/1471-2396/4/3

5. Bahlmann FH, Song R, Boehm SM, et al. Low-dose therapy with the long-acting erythropoietin analogue Darbepoetin alpha persist-
ently activates endothelial Akt and attenuates progressive organ failure. Circulation 2004;110: 1006-1012.
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g2
f& R

BB ) oML AETH Y, BB T E 20— 7HIRFE D furosemide 2 {5 ] 3
20D GHYITH 5, 5k, AT HET V7 I VIMFEIC DWW TR, 71 —X¥IREICK 2 KT
NOEHRRHICIA, 9 o MAELARIC X 2 MERROBEGBEZ 5N 5, 0D &) 2B
ZHE9 ) oI AICR L, 7V 7 S VEFIORGE ) St LA EOEEZHEERELH D,
ERE R (RN

REE22

g

(A BERBUERAEIC X 2 1BMERAEBE T, hOBEE LD b LAERLI T LAIHECKD,
L AIME 7 L7 F = I EAE D 5 BHTEA % S5 < SN BIERID S0,

(B) MEIEZEHNT (CAPD) &, BB T LEBZE LD ZMIC XD, CAPDDMG A HE &
AT EIEHBBOD, BWEAKBRDOEGPBRICOVTIEE—DBEREZMHE TSI, L
FRICEZRVWEBEZSNTVEY,

(C)  20014E R D b H3E D 19834F DL EHTIE A D 605~ 755K DM A 1 BRE 12 & % BHTEE D5
FAAERIL, 43.2%TH 57, 20024EK, 20034FKIRE 551 T O A OB R P BHE 1< X 2 37T
FOFHRIFARIN TRV, 1983 EEITEA S 1L 2F % B 0 7 PR VEBRE 12 X
2 BN HHE DSEAETFRIZ20014EK49.8%, 20024E450.8%, 20034EAK53.2%TH > 72,

(D) 19954FE7> 520044 £ TOHLDE DOHRE FLAE) BHEABUZETIF149.71FCTH 5, BE104F
TR b %\ DAI19964FE DA 1831 TdH - 729,

(B) BEPROSIERE 2 FE R & T 2 A RRBEDE ML Z T 1561213, FIR IR % 2\ 7%
WERD, MR E B D, MPEEZ B T I DENH 5 2 L, RREBERZFEREEL T2
B, BIIREEA I Z A0 B R P e e, MAE 2 E oG IFEZ R > TE D, I F
S EDSHIET 5,

QUIEESEIGIN)
X Tk
1, Keshaviah P, Collins AJ, Ma JZ, Churchill DN, Thorpe KE. Survival comparison between hemodialysis and peritoneal dialysis based

on matched doses of delivered therapy. J Am Soc Nephrol 2002;Suppl 1:548-52.
2. HARZENTR Y2 - B ORMEBNTREOBINL  20014E 12731 HBIE,
3. HAES R Yy P U — 7 A —LX—=Y BIHICBEHT 27 —54%  http://www.jotnw.or.jp/

<fE®H 8>

iE Bl 60i%, B,

RFEE : BHRIKABRICLIEUHERETERBTH >N, SEBERREBRMRTIRIREICETL
TEREHFEZ LI, RE(3800~1,000mL/HTH S,

B R : B 165cm, {AE 60kg, ME 165/90mmHg, HR#AH 80/, & 36.5C,
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823

BR824

FIHEMEOHHERARE DI O DXV 7 b v —= > 7 RED IEf# & i

CHBEDEBEEE L TCRIEMHIVENES L ZHRIT D L TEELIBERZ2DEN,

a. @AY 7 LGE
b.

DR EE
&Y v e
&AL 7 AUE

: WBC 12,000/uL, RBC 240F/uL, Hb 7.8 g/dL, Ht 23%, Mmm/MR24%5/uL, TP 6.0 g/dL,
Alb 3.1 g/dL, BUN 100 mg/dL, 2L 7F=> 7.8 mg/dL, FRE 9.8 mg/dL, Na 135 mEq/L, K
5.7 mEg/L, CI100 mEg/L, Ca7.8 mg/dL, P 5.9 mg/dLT#&H D7=o

ZHFETI, MBEERRIT x VIRER, MiEE200mL/B)ZMKBLIE. AREBRIELTA
INY %z FEE1,0008 7, 1BFE X/ 5008 KT H/N\F—ThHhol-, 10HEND
DYV MRAENEL, EDZEHD, BRAIMEEERAREI’E Oz, ZOEEDOMBREE
Tl, WBC 9,800/uL, RBC 24555/uL, Hb8.0g/dL, Ht26 %, mm/MK7.8B/uLTHDl=,
y’ﬁ%(:j(,\'c ;é 7@; -'E, 0)‘1 é; 11, 7‘)\0 ....................................................................
. PV VIRERUAERERE (APS)

a

b, FEFEVEMNR A PESEBER (ITP)

c. FRMLEME PEER (DIC)

d. 8 VRPN AEE (HIT)

e. IAIVERFEIERE AL / R PE M IR A 38 B (HUS/TTP)

..........

..........

825

RULEIFLE2DEN,
RV % i N s DA 25

a

b. TV FXH 5

c. Im#EzEHa

d, MIBEEAT A FERE
e. ~NY UG R

823
B G

(F#E:a,b )

HHE 2 TR ER AR IS B 2 BHTEAKLE (19914FEAERVETE - BA SR 2
AN TS, TEERERGOM), T BHEEEGM), 1T HiAETREEE 304) @95, 60MM L
WRIURBNTEAT L EWVWILDTH S, —F, AWEEARRICEITSHEAEL L TIE, Bellomo® ik
WCHHZEM L 72)IE S 3EHERH 5 (F),



ZEH « FRBERESR 49

R AMBILICH T MRH LEERREE
1. Z/R (<200 mL/12h) 30mL/hr KIF % 7= (£ FIRE] & BV T H50mL/hrld T
R (<50mL/12h)
=457 LM (6.0 mEg/L)
HMT > K—2 X(pH <7.1) HCOs <12 mEq/L
SZERIMIE (BUN >84 mg/dL) #EXA0E S  80mg/dLLL £
BA%EEE 50mg/dL

»

o

ik &

[REEMERNAE

REEMDINER

9. REMEMEMFAE

10. &7 bU I LMSE (>160 mEg/L) 1K MU Y LM (<115 mEg/L)

1. BUESH

12. EYhs

13. Z M1, FENa >3.0%, Ccr <30mL/min &3I4/ 0OCE > RE, &a~NEJ
HE FREE, SIRSHE, EG2HENICL22MBTRE

o N

X ik
JVEFE, 2EIMRGbRE BREZ 2 (SHEHE) . R - AFHRIE, 2005 : 52-55.

RI%E24
B R

AR VU, PUBEEIRE E LT, IMEGENTDIAMC b, DETFM, DR & o SEEE R, B
B, RMIMEREE, DICKR &ETHMINTw S, @k, @RS I X 2 Hn)sHEICZ2D0TH
205, BFIT Ko TUE, WITEERDE U IMVMRDSIEA T 2 L v ) EEE, & 5 o IZ FEER T MUE A5
CHIEDNREDPSTE, TORFELRWEEZ ~ Y VEREMEIEANE (heparin-induced
thrombocytopenia: HIT) & WA T %, P EMARLIC I N TS (£),

x HITORE

| ZU(HAT) NEY(HIT)
RIE 2~3H% 5~10H#%
152 FEREFN AN > - PRAE SRR
/2 10~20% Dik 1073/ LT, 50%LIEDiFD
EHHE &L g - BEARMAEIE
S #10% 0.5~5%
8 BREE ANINY ik TETE
A E REEEIC £ 2 B EREE DO

MEGENT B T, EHTRIEEAN TOMRER P v~ FZEIC L > THREI NG 2 LS,
HITOH ETIE A A = A LD -7 5 2 £ D26, 1% heparin-associated thrombocytopenia (HAT) & Ff-
O 2 ZEDBMRESINT VS, WAWLARRIWTA Y 2T 282035 208, /M
D 5 WIIMIED A U 7 561%, HITZ BET 2 08035 %,
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P25
]

HITOS; &1~ 8 v - IR 4R 1 (PF4) ARSI 2 B 3 5 72 o I 2l < b 5 = v
R4 o 2 A L aHE iz v, ML, HUS/TTP T/ b T 2 SHIT TIREIE Tld 72\,
RIBREA T4 FEBELE, HLY v IRETAEGERE (APS), FEFEIE MG 55500 (1TP) Tl
I 223, HITTIEEFHHL &,

CDEE TR, HITOHREIEDIERISH DT, ~XY 2k § 5 2 &0, HIlBhBETH S,
RIZED &I BYUEEERE 2T 2 003 MEIC R 5, KO F~ Y VBl TE, KD 6 0t
T, HHEDOANRY v EHRFEIERD D DRV K ) TH 22, DYEOETHHD S 1%, K91
A~ OEHT b EEEDMEE S e lE s I N Tw 5,

HODBETIE, ~%) VD B H D E L Tnafamostat mesilate (FOY) 23MEH I T %, LaL,
Pib vy EEHIERRHCOT, MEFEENORIEZB IETE R v E v IME b H 5, WIFTld,
TNF v ZFERE L A5 RPUEE3E T H % argatoroban D HAEPHER I N TE D KR I N T 5,
Argatoroban!d b 1 v E ¥ DI ICHE G U CIEEEEMN %, & 72 Argatoroban F f41%, Tl TR
SNLOTEAREETOMHHAETH 5, —J7, BUERCKTIBEYTH 2 B{E TR Izl
¥ v (lepirudin) 1%, BlEPEMTH 2 D THIEEDEETIXMHHAETH 22, BAREE TILEE
NEms, HITORBMEPEMI N AW s, BTSN Twuigabdbs Llbins,
F72, ZORRRBICH L COBYREEED TaslmI i TtuRwea T, bBETIRVE ARSI N
TOLRWIEAITH 2 23R L L TR L 72,

(5 —)

Xk

1. Franchini M. Heparin-induced thrombocytopenia: an update. Thromb J 2005;3: 14.

2. Kelton JG, et al. Immunoglobulin G from patients with heparin-induced thrombocytopenia binds to a complex of heparin and platelet
factor 4 Blood 1994; 83: 3232-3239.

3. Yamamoto S, et al. Heparin-induced thrombocytopenia in hemodialysis patients Am J Kidney Dis 1996;28: 82-85.

EfiR,

i1 b,d 11 a,c fi#H21  a
2 d fi#E12 d fidE22 ¢
483 a 13 a W23 a,b
M4 d W14 ¢ Z3BIRTIULIEMR 24 d
M5  a,c M#E15 b M#H25  a,e
[FEEI 16 e

&7 ¢, d f#17 a

S b M8 aF7213b (&L & mERTIEMR)

9 b 19  a

10 a  FRMED 6 R 20 a,c

RRAIF24 M RIS 2 D £97,



