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THIC DL 488 L DIGHEDH D £ L7, Tz WItZEIH DL ) TS vE L7,
CAHLREDH D £ L7726, FRFBE (office@jsn.orjp) FTIHAE T I,
W, FHCEF2,000 FHIZWr 2560 EEVLEEA,

HE  EMEHERES
ZAE WIS
L7 b L—= v VY BEEES, S, BER)IA LD, R

HEE (AR« LIWEA, SHER, VA, BEEE—LE, #0 #, HHER, s, sHwe, b E—,
O, HK T, I, EARES, AR, UMK, KO, AMREEZ, mLBGE

IF % & BEER

81 DATORBZEEDSSRHEE ELRMAREEICEOTERTBDIIEND, 1 DEN,
1 N-acetyl-3-D-glucosaminidase (NAG)
2 Neutrophil gelatinase-associated lipocalin (NGAL)
3 WHlas—7y
4 +I3VARAT7 YV
5 L-type fatty acid-binding protein (L-FABP)
a(l, 2, 3) b(1, 2, 5) c(1, 4, 5) d(2, 3, 4) e(3, 4, 5)

(_EB:b )
(B23%)
SRR IC L > TURPICRITS N2 WE L, IRIEREEIC X > TIRPICHERIB I N 2 WEICB T 2 5K
7 ARz 5 ETH %,
1 O NAGIHEMRMEMED Y VY — LIHHET 2720, FRIE LRSS S dus, Ry
E2ERT %,
2 O NGAL |3 2MBRERIOEN 7 7 v KB L, Rbicithan s,
3 X IVHIa S =7 VERIREIEEERIE D FEREETTH D, MET VT I VIRBSHBIL TokniL
W oORERRERIEDZMICHERATH 5,
4 X FFVATZ 2V VILEE SRR ILRE 2 M L 2028, BRI RHE I R IR SL R IR O
M o2 iz X D IR BT 5,
5 O L-FABP (2 fPRANE OB ICHAE L, MR EMET T 20012, IRE~DA L ATk
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TRPICHER S NS 720, IRIEEEORIHZH~—h—L L TEHTH %,

2 BALBETHRSEEREOITHRETEDIZFRITIENAL, 1 DEN,
. —7zIVEV
b. 7¥7utEn
c. NvavwA v
d. 7ua7y/—)iu
e. XFPFLFH—F

(_E#E:a )

(A7)

BEARBEANDOREALEIZOVWTH ) FETH 5, BIRHEOREYX, BAREE TIIMmHRE RAIC

L EERRZE T 27201, HEL THEHT 081D 5,

a, O =7z EVIEHTOREEGRIZ LD, 30~40 % 2MUH S 115 72 O EHEBRK T I C b il
DHIRIF 0\,

b. X 7¥7ZuEN, ¢c. X NvavwAf4Tv,d X 7RZY/—), e, X APFLIFV—LIE
Bt Th D, BAREETIIWEINETH 5,

RIRE3 ARFHRICMESERETOOAT, RLEFLWVRABREIIEND, 1 DEN,
for~8Y »

HRITH~I Y ¥

c. THNAbraNv

FFuA4 FFrY oL

e. AVNVEEF77EALY VL

ISE

f

(_EB:e )
(B73%)

RAMEERIR I 2 HUBEEEE ORI D W TR ) fMETH 5,

a. X ARG TR VIERTE AR T LT, TR 4,000~6,000 E/NS 0, RATHIN Y VT
EARBEEI 72, Ty F vy BV L RfEATELDR bR Yy EV LG TE T, Z DYk
ENEMEIE EICE Xa RF2HET 2 2 ik 5, PRI 2~4 R E~8) v KD R, itk
DOHIMDY 27 %5,

b. X RN OERIHNL 60 STRED D, MitzDMID ) 27 249,

c. X TAAraNVE, TrFrurEyIHREEOGEII e EVETH L, AV VRS 7 7 E
A8y PZT7ULLVX—2HT 558 ICHCONS ZE0H 50, N 30~40 7L BV
HIlo v 27 B3 ERHT 5,

d. X #F 804 FF U7 sIE, BT VR AE (HIT) F2ERF D~ ARG &
LCEEHIN TV, AHTIE DIC DADBMRBEH & 72> T3, 5T 6,000 D~ 5
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VIR BT E T B 7 NG RRER D~ 2 4 RThH B, PiEXa AT/ ke v e vigk
sy 20 01 EIEFENICE S, RIS 20 R & R,

e. O XIINBRF77ERAY v MI, REALY) v EADBBEEZEELERE-ZSRL, Vitnr e vk
PEFRBUCIZ 7 v F bu v Bz Lk, HHRTIEBER - f0AR O MR I 03§52
FA 7%, BRI TH B oo, SRFFEMiIE TS IMPEAIHES D 2w 2 EnTFRI N,

R4 BWMBEOBRBIOLWTELLWDIEZEND, 1 DEN,
a. BTV A7 OPRENHERN T ZEIH RIS TH 5,
b, EHUVERE X B AR LT L 2 UEBii T E o,
c. BEBMEZHTTSEENY AV LLELIETT 5,
d. FERFEOGHIHEOHETHIT Y R 7 IEVIE R0,
e. DVEDBEHTEEORKBBEENFHEITY A 7 IHMEMICH 5,

(_EB:b )
(B7ER]

a, X BHTEEFEOEIY A7 E—BALOOEEELLETH %25, 2000 LA LARE D FFRIFSE T 1% 8 H R IR
FRRE & BTV A7 L O EDOHMIIRINTES T, i LHIENHERFTH S Z
EFRENTH S,

b. O MIEHELEIZTEEMZ TH % Renal Osteodystrophy D—CTdh O, MMM LI ZWTT 2 ik
IE 70,

X Dip L b B TR 1 ELNIZ—BEICEITY A2 B ERT 5,

d. X BITEFHNICEOTOHRIEOGIHIEIY XA 7 283 5,

e. X OVEDFENTEEFITE VLT 2008 FURE, M TIXRBEEN T Y R 7 2384 H, BIETIE
HEZWTdH %, (Wakasugi M, et al. Am J Kidney Dis 2018 ; 71 : 173-181.)
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F—ETRENREBEET O, BBEAINIORAY Y FRETIIH FF—EBENRGEROA
ol REMFRERIFYIOVLRBRMESMg, TA71/—IVBEET7TFIV1,000mg, *F
VT RZVOY2mg. #1E#Crid1.2~1.4mg/dL TREL, BREEEZZHLEL DN,
R2IZCrEQ LRERHI1-8, BEBEREATO, 720V LARMPREIINSTIET7.8
ng/mL T, ChETD 1 EBELEASDEETHD,

B&riR : BR 166cm, 4&E 62 kg, ME 122/76 mmHg, THEIZMELG L,

MBEEFEMRE : 7IT I 369g/dL, Cri1.52mg/dL, eGFR41.2mL/%/1.73m?%

FRPATR : #Em(-), REA 1+, EAR0.69/H.

BEBEROHEBFAIREZREICTY, TONETHEBIIEND, 1 DEN,

a. MR

b. ARB DB

c. IREWEMERHYIA

d. 778V LR RBEEO R E

e. RIBEPERTOA FEOHH

( FE®:d )
(B73%]

AR AL OB REE LR O B ERIC T, 2 ORHZR S METH 2, BREBERORE, RMED
Pz st L S AGHEIIROM b2 B0 5, ZofRIE, ¥ 7 v ) LRIk 2 BEETHAS NS RN A
FTRTH 5, B3 »HBLEZ 5Sng/mL Kl CEIET 205035 55, AEFITIEY 70V LAl
RENIERICE S, 270 ) AR X 2EHEEVIBHEEEBER NTORHERLEEZ 6D, LoT, BFEE
Zra) AARBEEOWE L5, 20130, ¥ 70 ARTIE, EBHEOMBINRKEZR, itk
MEREZRTEIELH 5,
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fiiE6 BEICLOIBEBREIEIMNIRLSLDIEIEAD, 1 DEX,

a. IgA BHIE
b, MRPEEE
c. N—TAER
d. ¥1GBM B %
e.  —RUEHURITEIME R BRIARBE(VAE

(_EB:e )

5Ty

W BMEE AL ETH U & T2 /MBI ROTERICK 277 7 PRISRIE, KRB LT
P — FE2.59(1.85-3.63), MEMEBITHMESBRIAE 4 6.79(2.69-17.2), HUIRIY i1 R BRISEEALAE 4.97 (2.45-
10.1), IgA BHE 3.44(1.22-9.71), WEERHE 1.36(0.27-6.76) D535 % (Kidney Int 2017 ; 91 : 304-314.)

a, X

a7

ISEE

&

IgA BHREHFERIE 9~61 % THHICL D T X £ TH % (Clin J Am Soc Nephrol 2010 5 5 : 2363~
2372.),

HECE BORE D FFFE 1S 30~44 % & T Z 1T\ % (Clin J Am Soc Nephrol 2010 5 5 : 2363-2372.
Transplantation 2016 ; 100 : 2710-2716.) ,

IV— T A E RO FFFAERIL 2~9 % &35 Z 41T\ % (Nephrology 2014 5 19 Suppl 3:6-10.)
P1 GBM B R OB P FHHTIZ~10 % L5 41T % (Nephrology 2014 5 19 Suppl 3 : 6-10.),
R FLR ST B AR BRARBEALRE DY 30 % DIHFET 5, HEFIE, Witk 3 FE N O RIIE A2
~DEST, BHETOKBREDK, #RBHEEIE, HEDOY X725\ (Kidney Int 2017 591 1 304-
314.),

VERBABEE LTRSS SGLT (sodium glucose cotransporter) 2 FEEZEICDIVTIEL LY

DiFEND, 2 DFEN,

Repr b U A PEIERIME T § %,
FDOVEHIBALE TR IRAE TH %,

DM A N>+ OPHIEER DR ST 5,
BEPE 7 V7S VIR OMER IZTEN T & 72\,

PR RERIE 7 4 — BNy 2RO T2 865 T %,

( Em

:c, e )

(B235]
a, X

b. X

c. O

SGLT2 fHEHIX, BH~DEBEFHE LT FUMELbICF MY Y 2OHBINEZHET 5,
SGLT2 I, FICEIROENMIKME S1 BX U S2 0 7 X v MZREEL, RERE» SIEBI LS
)L — 2 DRI T e & dll 2 77,

2015 4F empagliflozim % f\>72 EMPAREG OUTCOME study (28T, DIIEDEAELY FRA
v b (DIMESE, D%, AP PERIUET L, DA 2 ABEROAERICET LI E
DG 47z, 2017 CANVAS study B IZIZFERRDLIME 77 & A LT 2508 057D 6
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a
b.
c.
d.

c.
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72,

2 RUBELRI 4,124 IR L T, empagliflozin 2595 2 Lic kD, BAET LV 7 2 VIRNDHEE,
My Cr il 2 i1k, BRFEE, BEECII2MCOERAZ Y FARA Y ME39% I NG 2
EDIREINT WS,

R E MERER TI3B I LB R 7V a — Z O8N fEvy, IR RME 2B % SGLT2 24/ L
7zNat/Z )V a— 2k TEL, <7 7 7V ICERET % NaCl BEBME N T2, 2% D GFR
BRIML w322 rb6d, 777V HIEGFRMETLTw S L wokifioly 7L
ZIEZ 5 (IRAIEE SRBRIK 7 + — RNy 7 TGF KRS DfilhE) . SGLT2 HEEAZH W2 Z itk hD
Na*/ 27V a — 2 ik iiifil, @~ 27 7 57 > %~ NaCl 5581, @TGF e 2 1E % /i L T@iii
AHHEIIRIGE O KGR, BTN L, GGFR HEFRFEREIER LR SN 5,

DYF IV THREICKDEEFRELTEZELELDIIEND, 1 DEN,
H BRI A E

R I 28

Za—FYAF ANR

HEFT VRS S VR GE

B RUF 4 ™7 £ v A AL

( E@:b )

(%55]

AVANEAN D 2 D CEBARHE IR D L () DR Y2+ 7 TH B,
BEOBICBBTEZ LTI 6 B WIEARIHTH 5,

a, X

b. O
c. X

WASCEICREE S T 2 HHEME O 2 7 v — BHE R E N EEAGRER AR < 1, Ak 16.7 %
Tl TW»3,

IR IZs 7 a k27 7 S RICk 3REMLZEERERTH 5,

Y URBICEVWTYYF O 7280 P XY YFv 7 28T 0L P AL T
=2 —E Y RAF ANEDBEDNE O & D X Z EHTHER D HE S 4T % (PLoS One 20155 10
e0122171.),

BEFEANBH 72 DNEEA T2 BLE U EINGRE (PML) 238 s 2 £ 23H %,

VY Xy 705 2 5HE L 722, HBs i, HBs #ifk, HBc FiADO LTk Thi
VE, FFISELEE & L Chiy A )V AR DEG- O W 2 17\, HBVDNA OREE % @I T,
FREE IR Z YT %,
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RIRE9 32 MK, FEEIXFICKRLE, EEL S22, FH, BEEOEDRBEEET SN
Holo 1 BRI SRATHRZENHIRAL TS, AREETULBERD PAS & PAM
B&ZRY,

COEFIDIEFRZB BRI SHASNIRBEREL L TENLEDIIEND, 2 DEN,
a. C3{KT
b. IgA bBH
c. ASO RH
d.  Yityukp ik

e. MPO-ANCA 5
%fm: PAS 31 %fms PAM 3 @15%

(EfE:a, d)

(B73R]

PAS OfEAR %2 H 2 L, XYV ¥y aflifd WEOMMMBR SN, 7, REREGRE O DL BN
Ml b BN s, —J, PAM Btz 12 &, SBRIRMRE O ZHEL23d D, SHEEEHELZED 5
%, DLEDFT DS, JEFEUAREREE K T d USRI R BRI R, SR M SRR R Thiud —
TABRBERME L THIT oS,

JEEBE T R ERIR B R 2oL — 7 AB R TIZ C3IE T 230D
X %%ﬁﬁugAgﬁ,@Aﬂ%&%iﬁ?%%ﬁ:étwo
X FERREM & U CUE R I & SR AT RICZ L v,
d. O N—T7AERTIIEI AR %,
X ANCA BIHBE R ThHhIUE, AV X7 LMl - WE ORI A EI130EH 22000,

O

a,
b.

BE10 —XRMBRMEEORENFEELELTHRSESIhTLHDEDEEND, 2 DEN,

a. CD2AP
b.  Nephrin
c.  PLA2R (phospholipase A2 receptor)
d. Podocin

e. THSD7A (thrombospondin type-1 domain-containing 7A)
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(E:c, e)

(EZEH]
AEIZ, BHEERoEWHSH O EFPUE, PLA2R, THSD7A IZ2W T OHERZ M) METH 3,

a,

X

CD2-associated protein (CD2AP) {3 nephrin D 7 % 7% —HATH D, K F¥ A b REEFRICFHEID
B9 EBAMoNTVS, b b EYCRERMAFBE(LAEIC CD2AP 2 2 — F§ 238 {5 - B 055
INTw3,

nephrin (3 7 4 ¥ 7 ¥ FEUGER MR 7 0 —RIERIFO B8R NPHST OEEFEY & L CHE
SN, 1241 D7 2 7 WRFRSED S 5K 180kd DREEN T, LEMIEZGED 2 ) v bR
WRITEL, YA RANY TORRE LN 7 F Y 751 LTHREL Tw 5,
—REEEEHE D JRIAPUE & LT, 2009 4512 PLA2R (phospholipase A2 receptor) 2315 X 41,
PLA2R 2% 9" % H CHUA (F212 1gG4) 23— R MEREBAE B H ORI 70 % 1Bk & 72 %5 2 L DVR &
N, KO TIE, HARADRMERESEICE T 2 h OFUERZRIZHT 50 % TH 5 2 L 2%l
HINTw3,

podocin i R EEA BB A% & 2 KIGEER T 0 A4 FEGUER 7 0 — LIERREO JH KES T
NPHS2 OB TPEY & L CHE S 417z, podocin 1F A Y v FEGEFHICIRFHL, AV v b EZHER
LTWwa,

2014 4F:12 13 THSD7A (thrombospondin type-1 domain-containing 7A)  — X PR MERAE O JH TR T
HY, HCHUED —RMUEBREBREEE ORI S % ISk E 25 28 S EPWE I N, 1IHICD
a-enolase (ENO), neutral peptidase (NEP), aldose reductase (AR), manganase superoxide dismutase

(SOD2) 7% & D Ml E R EICN$ 2 HEHifFsHE ST 2,
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FEG - RBIRE 11, REE 12[ER]

59 mDBM, 1 BRI SDFEEERICKIRL-. BEXTRREMEZ 10FIEFEFITTLEN, T
BRICERMEZEZRDHD, REMR : REAQ 3+, KEmM+, mBE7IVT I 34mg/dL, mEILT7
F1.2mg/dL, ARRERIEL-BERDRIKER (PAM #£&, X600)&ZRICTRT,

BE11 RBHONBRRIFEND, 2 DEN,
a.  fibrin cap
b, N FAMNZ
c. fREEED AL
d. A BEIAROHE -1k
e. AV VXU LHREMERA

(E#:b, d)
(AZ5%]
B 7 BB PRI M BRRE O G RO B 2 [ ) [T H 5,
a, X FEREMERCE OB HMEINZA & LT fibrin cap, capsular drop & it AMHEIIR D T-{t23%H %, fibrin
cap (F X ¥ X7 LR SO Hi N2 O fRIFEL IR T2, capsular drop 3R < v #ED—HRIC
I Y VIR O/NERDRD 6D, ZOKITIRIMETTRICHTE L 22 88/MMi4E (polar vasculosis)
b bz Tw 25,

b. O UOFAMWRE LI, NEAMED XY VX7 LB OHENM L AREFRED B 2 £ 5 B RS IERE T
WEZ W), KTIE, XA VX7 ZHEERZE & ORS00 HE L vy, i AFEIR O 7L
WEZME) Lo BIFRIRNMIEEBRED N E ARENEZ 515,

. fREFEE D —BHAGITHIRAEEE IS > TS K wad, B 2 fRliEED ~HEILIZFED e\,
d. O 1225 1 ROTFIANHIRFIERSE TR 2t AMEINRZ R0, T tzfEoTw2,
e. X WS XAY X7 AEBOMBNE L 137D 720,

X
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BE12 REBAONDEREBIEIEND. 1 DEN,

a.  IgA BHIE
b, MRPEEE
c. NW—7ABHR
d. BEROE T REAE
e. 73 F—Y2RA

(_EB:d )

(:5T)

HRIRFT R 2 BRAE L, JGCEERT R S BERRIEBE TH 2 2 & 2 IR 2, WIS IR AT RO &
TIFAETE R,

a, X

b. X

BH S D2 le X v X7 ZIHEMINRZS 2 388 70\ 7 D FTREME 12K,

CEAED X T v X7 LEEE ORI Z D, REREDONEIREITIZ A A 7 PREVWRZE>Twik
(2

V=T ARG TR TOMBIL LD 95 %53, FIEEEEROVE %2 R % 3 R 2 it o7z <,
% 2 b T A v X LEEOMNEZ RO T0 5, ROEZSNDEETIER Y,

B PRI R BORE O YE R BRI T R 1, OVF AMIEZ, BN Z I Z A5 Bt 2 (Kimmelstiel-
Wilson lesion : N FAMIREDMERIC L D XY v X7 AFEIER LISEIZE L 2568 A0V
X7 LR XA Y > RA)BOBEERTEL 2548035 2) DR RINICED 51 s, KiE
PN BE RIS DR T 23BN 0T oe s, JEEET R D o it AMIEIIR O 7L O % A
TR DIHER S 4, BEPRIRPEBRED IR b %, B OWIETIREBIRZ AT 2 BRI 1B s
T 3 % T ICHEERMINIR % 329 T E D (Diabetes Care 2019 5 42 : 891-902.), IR DFFLEDNEIR
WIEREZ BET 2 2 EIiTidm o\,

PAM $ettfath D MEMEY & L THERSI NS 7 S04 FilEZ2RbE 3T 230720,
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B PIE OPHE A FRED =D DXL 7 b L —= v FRIED IEfE & it

BRE13 36 mDX M. [EH] HiFrEly, BFEl [BIEE] RERA, BESEH (RKE] HiEFE

AU [PBRE] &L [£5EE] BRELZL, BUELL

(RFE] FOROENBEBTROBEAZEEL, R4 ICFOEIRAIT IO Lo, 2 BiIC
ISEEREOZE LR EATROBNLICK SHERLE, BETE S - NL—IEREZEDN
KPe U7z [IREE]BER 156 cm, K& 40.8 kg, MMFE 115/64 mmHg, AkiE 76 B/ 53, #4:E 37.2C,
Sp0O, 98 % (room). MIER : (H, MHIRFICEEZROML, IEER : FiB, 8], EEAEL. TR
FELL, BEELL. REAEL, Mg ERLEL., BEXR  EBLGL. #FHIRE: =A
Bh2/2, EBiZSEA 5/4, FEESRE 3/3, BIERS 2/2, KKBIYSERAS 5/5, RIREEE) 2/2, B{EM
B% BEREBREZSLEL,

(1&&] RFFR : A (—), #Mm(-), ¥(—), Bence Jones EA(—)., REMLZFR : Na 129
mEqg/L, K23 mEq/L, Cl117 mEqg/L,

mMAEREMRR - MEEEE L. FFEEEEL L, TP 9.8 g/dL, Alb 4.8 g/dL, BUN 13 mg/dL,
Cr 0.6 mg/dL, Na 139 mEg/L, K 1.8 mEg/L, Cl108 mEqg/L, Ca 9.7 mg/dL, P2.2mg/dL, H
RIFHEERBEA L, REFMIRE : CRP 0.23 mg/dL, IgG 3,465 mg/dL, IgA 380 mg/dL, IgM
134 mg/dL, ANA X320, #1ds-DNA1.2U/mL, #1 SS-A1,172U/mL, 1 SS-B 12.8U/mL,
EfRk 1 & 3 R 534t (room air) : pH 7.346, PaO, 101.4 mmHg, PaCO, 31.5 mmHg, HCO;~ 16.5

mEqg/Lo
FEEZITTHDELRMBERAU(R) IFEND, 1 DENX,
a @ ©)
b. @
c. ®
d @
e. ®
(_ER:e )
(50

¥ — 7 U VREBEREIC A DR U 7o A (1Y) IR 7 > B — > ZD%ERITH 5,

K4

7 LAE (K 1.8 mEq/L) 23889, THDHiE NI X 280 % 0w, Bl kv, OFKFEEZEZ SN

%, WK K23 mEq/L(20 mmEq/L M I1)T&H 0 fJRvp K PRz 38D %5, £, 7=F X v v 7IEHEONR
PETS F— 22RO, R7=FvF ¥ v 7FlZ uNat+tuK—uCl=35TH %, IR7=F v Fx v 73,
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A7 PR B HEMRE O AT /71 CREHE 7 S R— 20O TR ER 5, REHETS F—2 2084,
R7 =AY X vy 730U T E% 205, R NH4™ OPEIME T 23 2 @ RMEN: 7> B =2 2 TIRIEI
7%, WORMER T > F—3 A0 B EERMIZEEELESE O o MENE) HIETREOTH 5, TEhr
B Cdh 50, @A RE OFEE Tld R \» 2 L IERVBBETH 5, #RMEE 7 > F— 21k, il
%8, 1gG 3,465 mg/dL, PiSS-A 1,172U/mL 72 12 X D ¥ = — 7' L AEBEREICAE 9 PRMHAE TR i 5 3t [A]
EEZoND, &SV Y LMELIHMSE AL, RO DGO, Balkil, KRG D
RUCBEL Tid, REHME 7 & F—3 212 X 2 BWRINOTHEE LA RIE TD AL > 7 LTI T D 7 & R
AN LPEIEINE E72 L, 7IVAVIRICE S Ca/PIEDRMREDKT L, AL 7 LDFX L — AT
H2 7L VBEORTPERDE T D0, AL I L) VR a7 BEMHAETIILICkEEENT
W5,

RBIfE14 30mMIRDEM, REFHRECERENEEBIRHKICHRL TV, KIHIRFORDZREEH 300
mOsm/kg TH D=,
FRIZERE 300 mOsm/kg ZZ - LIEEIIEEND, 1 DENX,
a. ADH DR - 3IOKT
b, WEE IR O RFEHEA (UT-A1) BERE DT
c. ~¥ Lo Tl NKCC2 BERE DR T
d. H£H5ED AQP2 DHEEEDIK T
e. REHEEDET

( EfE:e )
(B23%)
PRIEMEHEAE O A3k % 1 ) FIRE, AKHIRIEIC, B3 & % 750 mOsm/kg AT D B4 13 IR IEMGAES T 25FE T
270, REFNIREEEE N 2R L Tw 5,
RAE BRI, F R A=) 7 LRy 7SRRI I b D IREFIRT 25 b YT L%
Wk T 2, WHICIRZ WM T 2 72 O I FE L, BE VB TR LRI IS 11200 8 O 0B A L % TERR
LT3, JRIFMEEAE 2R T 2, MEOREZEEIC X D IRIEN~KIBE) LIRS ns, i
BORBEHEARE, ~¥ Lov— 7 OfF 2 W iR IC X 2, V— 7O MTHITIERIZIR 4 ISR S 1,
FAAICRRARE NS, V=7 OO R/ EMEE I, EEIENETIE AR CKEF MY T L EIRBICHT S
DRI ZEIN DD TH S L3N, BHEMEICER L ZRED, Vv—7 LT L&
AEICMAL, 22006 HUOMEMEICBITT2 L), REOERPEEHIN TS,
a. X ADH WA EH 7 T UL RIEMHAE DR T 1, ADH 125 2 844 O UGS T (B R EE) 2>
HHEEE L EZ o b0, HEAFIRTADH 32 L &v,

b, ¢, d. X WFNb, HEAGIRTHEEZMIZL 2\,

e. O IRFIZEHEIEDREEABHERH DI LYETH 5, ARG E EIUEHIRIC X 2 REFEA: =
DK T2, BEEME DIRFEIC X 2 BB EARRZ Ui, IRIEMHBETOER E %> T\w5 L%
A6N5,
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RIRE15 79 MO, 3 BAIN'S 1 BHEIDERZEIRL, KSUADBEHIIFTEAEENLIVIAE
EBWUERRLI-, BRFFR : LkE 1.030, ER(—), M#&FTR : 7Rk 530 75, Hb 14.6 g/dL, Ht
47 %, BMm¥k 10,800, MAELFEFRR : #ER 8.09/dL, FRZRE% 36 mg/dL, Cr0.9mg/dL,
Na 120 mEqg/L, K 3.5mEqg/L, Cl80mEq/L, Bk &EIRF MUDLMAEEZHEh, £BRIERD
Mm% 100 mL/BSRITIT o/, 6 BFRIEICIE Na [EDWERELER T D/-HBEZEIEL =,
CORFRTET M)V LMEDEHREAHDEHICERLEREREITEAD, 1 DENX,

a. Na

b. NatK
c. Natd
d Naé&Cr

e. Na L RFEEZHE

(_E®:b )
(B7ER]

A A & MR DIREEIZE L < fR7ci T 5, MllAMR ORI IX, B NaTH D, MR
K TH 2, RREEDEERSTTH S Na & K DfEZRAKETH > 72 b D23, HIEINK DRIy
THAIME Na LIZIFFELWVWEFZSNS,

F 72, R K e o FEHEFIFH X 60~120mEq/H TH D, Na 7217 T% < K b ARLRIRFPDEEES T
b5, LTD3>T, IRPA~D Na & K OFEEIMRRDREDOZIHEL Tnwb, 20k, K- Y
7 L MEE D VREE R DI Na DB & 1%, M7E Na &R Na+K D7 v 2 THEJICE %, IfIif Na> R
Na+K Tl HHAPEM2 S D AR B Y 7 A GEFSGEE L, S Na<IKH Na+K Tl B HKPEEE 235
DAKF BV 7 AMEIETTT 5 EHENITE S,

—77, IRF MR Z I TE 20 TEEICHESG LAV, ClLIENaDEBICEHEINTWE D,
Na OHIET 7L %5, CridBEEOFMIC D %035 2%, REIIIKII AL,

a. X NaDARTEATT,

b. Na & K &, HEHORED TR TH S,
CLIFIRER T & Lid Na TiRAHE N,
Cr IFRRDIRE ST TlE %0,
PREEFIZHRR DIRERL ST Tld 720,

c.
d.

X x X O

c.

SESCHR
RIS, A E, X HEZED 3 | REERERE SR B2 AMRE - R U ARG
DLW 1A%, habBESEE 2007,
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R7E16 hypokalemic nephropathy ICE T BATDERTIEL WEDIZEND, 1 DEN,
BEEEICBIS 9594 AL v E LTI TINF-adidb 5,

BN K RZBH->ThH, Kok b BEFEIILET 5,

Je AT O 3 LS I/ N & R RE DMEFTIBE G- L T 5,
LR 2 FR I 2z 2729 2 L3,

FIETRIML 727 v & = 712 & 2RSSR E B 2 B 3 %,

a(l, 2, 3) b(1, 2, 5 c(1, 4, 5 d(2, 3, 4) e(3, 4, 5

wm A W N =

(_EB:e )
(B23%)
IR A ) 7 LR ZI2 K > TER I 115 B fEE % hypokalemic nephropathy & FE53,
1 X VEGF®IGF1, 7y Y47 vy VI, TGF-B 7% EDRERTH A + A A v HEERHETIC
PhbHhoTnwsEtnbiTns,
2 X GBREL 7ARA ) 7 AETIE, FRAETE OMMEL, PRI OZEM IS A, BRI BRI b
ARINZERENETT S, 2070 K ZHHIEL T B IZE2ICIZREL 2w,
3 O BHNTERINZT7YIAT Y VIR Y Fe) v [ 25T 2B colmE G X 2558
MROE TR NREFFORBMS FEEZRET 2 L33,
4 O FISEMRME T, RROMRME © LEfileo2ibts &7,
5 O €AY AMAEIC X DB CHETMEL 7Yy B 7HRIE IS L, MidEELIcE 2R SR
e ) ko e

BRE17 BEREdEUESHMERE (ADPKD) ICHTDINY TL IV VLFEHEREIZDOWNT, ELW

LEDIFEND, 1 DEN,

1 B (total kidney volume : TKV) 23 750 mL BL_ECTHIUIHHTEETH %,

2 eGFR 15mL/%3/1.73 m* A l3 25 = TH %,

3 EIEHICHFEEE2 S %,

4 FRTEHATIHESIGEHRIMLAEE L v,

5 RN REEIME T 5,

a(1, 2) b(1, 5) c(2, 3) d@3, 4) e, 5)

( FE@:c )
(B7ER]

2014 4E 3 HICHFTHID TRIT, NV 7L v VRBREETIEED b VoSN T 7 o 3T o i gk
1% F BRI (ADPKD) 10 U CERBOE A & 7o 72, Z DE&MF1E, 1)TKV 1 750 mL BL L, 220 2) B%
R IGHREE (ATKV) 42 5 %/4ELL E, TH 2, TS, eGFR 15mL/43/1.73 m> A, Ik, MR L
TOLHREMEOH 2L TH S, £z, ABEFTORLGHRVPEH DT onTw3, MANT Y VLR
T 77 2 AHECHA LT TKV DM Z £ 50 % $IH] U BHEREEAL 2 9 35 % $I, 2 DB e oK T &
£ ADPKD ICBH#$ B BRI A X M ad2d 5 7275, ADPKD 12 B L 7 W KRR TP R o) £ X




1194 BEEME OWHE-AGEED - D DXL 7 b L —= > J O IEf# & il

VDL, ZDROIHEEAT] E A 2EED S 0o T, FRCHFEESSLE T b)Y AU ISR BT
Hb, REANIIEFISEMTD 303, 2015 F 1 HD 5 ERFENTIE I N, LRUEFRE (ARPKD 7% 5 O
IZ ADPKD) 23BN ICHEE SN, BIENEXERRIND LHIkoT,

1 X PREREH I, TKV QY A ZDAHL 6T, AR IHRESFES % U EThH s I LBNETH 5,
2 O 1ELWw,

3 O WEFZBE I, BE5PIEPBREL R 2556055,

4 X IANTZVOTRMLEICB TS L LT, TGBHAR I B\, i 2 Kk H]

PRACAHE D ASEIR, w7 U D AEZ EDRITEHZ S S b da B Znnidb 5 DT, 2 Ed
B LB E ABE N T, YRR RIG O MBI O W TIRE T 2 2 L OFR#ESH b, Sk
THIGT 5 2 EIETER Y,

5 X HFHIISIENY TV UREERD R OO T, FERWITIE PN Ty REE T RN R
BrwEEZEZLNTVS,

BRE18 32 mDBM. REEEFDHEEEHMNTRE L,
RRE  SREECTR/EREZER SN2 EEL LD, PRIV ERKRIEOERFZR
HERISFBTH oz SHORETRIREEFEZERIN, BEENTREE.
RHERE - 35, BICBREH.
MERREFTR : IREB/BR Cr 0.64 g/gCr, FREMm(—), RAAETIZ, SBARAEEEREHMAE
HFEME, MmiE Cr1.19mg/dL, eGFR57.3mL/%/1.73m%
ZOREFICDONTIELLWDIZEND, 1 DEN,
a. 507K E TIT 10 % DEEVRPEARICES,
b, M#EEKEAESL KRB Z &0F L 2T,
c. TOHHZFDOTHIDIEHRIIEZLE LS B,
d. EIRANOWEEE TS 722V Y L URANANTEE VIZESITH 5,
e. [IHEEMIFHEE (enzyme replace therapy : EVT) IZ 7V 7L as ¥ —X 7L 7 7 2w 3%,

(E:c )
(B23%)

HH 7 7 7)) — R B EOBAEIR E LT, —MRIIC, 10 AN TIRAE IV REE 1 X 2 BRI O T 03
MBI 2L vubnTws, FERE L TIEK - ZIRTH 205, INZERIICHET 2 2 LIdREER Z &
D3\, 20 RHTE CIREADIREE 2 223, 270 —VIEGERZET2 2L IEENTH 2, 2D, B4
ISR N 2SEST L, 53 I BAETIC 50 % SRHIEAICE L L ENTWw 3,

777“') —IE X S MEEIEATH 2700, ~IEAKRGBEEREE O, BRTIIBEEL IR

, TIX 50 % DHET~T R EEAH (LHERKH) & 5, ZHERREFEORIZ, BRTIX 50 % DR
f«\ﬁAwkﬁb ZIRTIE 50 % B~TRESKRLE LS,

EEEE LTI, SEEEE L TEIBICH LT, P72 eV b f (722 b V) BLXUOALN
TP EVPERHTH 2, REREICNT 2PIREIREDIZ2, WHLEER, FARRER IR LT, IR
IEDLY CHEYFEMTbN S, BEEMTEREE, BEAREROSGERNR (B B X QIR E O ATl




HE - HMEREZES 1195

DREHETER D, YRR (L) IR T 5 2 EBEETH 5,

a, X 50K TlE, PEOEL OBREVKRIPEARICR S,

b. X MAPUIEZROEEZRD 2 2 EORHENTH 2, FSEKEELARERBIE L, Alport fEfEEHE
TRDLNPT W,

c. O XPMFEIERDT, KBEH) D6 X REEE2ZITIS ZWEICIE, 77 7Y —WHILEE
L7\,

d. X SHEEEL L TUERICN LTS 722V ey VY R v RAANRTEE V235,

e. X MEEMFHEEEL UL, a7 7 by —¥2H0E, PL7Las ¥y —E7 L7 7idR s
JHOIRWIRTD %,

RIEE19 IM5E Na B 120 mEg/L DEEZIC1 LDEEBIEREBS L.
6 BFREDME Na BB EZ TRt X, 7=72L 6 BEDR Na iB2E 25 mEg/L, R KiEE 15 mEq/L,
FRE1L T, AE50kg, HKDENLETD, CORDABREMEIIEIRTED LT D,

a 117
b 121
c. 124
d. 130
e. 135
(_EB:c )
(#25%]

I Na IREEZBIE T 2 b D%, KRNOHATRER A 4 v OfE L BRI RO R TH 5 2 & 2 Hlfig
LTWwa2%2[])METH 5, Adrogue-Madias 22 HLUZEIE L TV 2 721 TIRIEMICE S %2\, Adrogue-
Madias 2\ CIEIMAE Na B0 _EF IS

(154—120) /31=1.096

L% 50, ZORDELT 5 DIIEIRDGETH S,

ASEFITIZ 1L DIRIC 25mEq D Na & 15mEq @ K 38R L T3 DT

ARG HTDOERNKR Na &=120X30=3,600

h B EH O, Na=(3,600+154-40) +30=123.8 & 7 5, FEEEOWIREEE DML Na HEE D%
{t.l% Adrogue-Madias XD T L D b RES BB T LIE, TTIEEOBRELDH 5,

c. O BMELIE, 1238 L&D, MEAALTI24 IZIERTH 2,
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B PIE OPHE A FRED =D DXL 7 b L —= v FRIED IEfE & it

IRE20 53 mDKM. 2 FRIICRMELEERSN, DLV LRBRREICLDABRISBABASNE, LIS

KKRELTWVED, ¥FmiromhELRMERELY, BEFHEZRAEICEELTELSENEREL
fco BIMEDFERBEEDRHICKRE L=,

IRfE : BER 159 cm, K& 49.5 kg, BR¥A 69 [El/49 - B, MmIE 152/96 mmHg, FRFAFR : EQ+,
#im(—). MAEMCFAMR : RFEEFR 15.0mg/dL, L 7F =2 0.57 mg/dL, FRE&E 4.2 mg/dL,
Na 144 mEq/L, K 3.9 mEqg/L, Cl 104 mEq/L, %W F1RE (50 9 BRFDZERERFHRM) : ML = >
&M 0.5ng/mL/hr (B#E 1.2~2.5), M7 IV KX 70ORE 240 pg/mL (% 50~100), ACTH
16.4 pg/mL (B#¥ 60 LATF), JIFJ—IL9.5ug/dL (BE 5.2~12.6),

AEGIDAEEE LTHERESINDDIIEND, 2 DEN,

a. B
b. HE2NVT A FREFREGE
c. TUvIPFTFvIvIIREMEEE
d.  FREAEBINRIE At
e. MEMEEET BRI
(EB:b, )
(B23%)

AAEHNE, ZEL TORIMED, RAICERTSEEDICE KEEMEMAEMZRL T3, ZD7
&, “XREBIMERSEDLI, FLEVEREZIT-oTCWS, M7V FZAT0 viEE/AEL = ik
(aldosterone/renin ratio : ARR) 723200 Z2H A TE D, FHFEMET LV FRA 70 VEREbLIS,

a,
b.

X
O

X

REESE & L O —EPR L 3k 6 v,

FMizAHLL 2 0GP, MHMEOREIRON D54, S aVF a A FZERETEE (T
WV RRATa SR oM E % 5,

ATV EAT R U ETIEL =Y - 7oA T o VRIS N TE D, ARB IC X 2kE
SGERIRITIIRECTE 2,

BrEIREEAE (i) 1 & 2 BIE S T O RBIETH 5,

JEFME T VB AT v EORAER IZIERETH 5,



