URT Y A
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[%ﬁ%i% 602 %2%]
B 211~216 “FRR2F2H

1 % Vi & RarEE
PRINE A A v Bs B OERIR

FIRMEET7 F—> A

B TERRY: #5478

Vad N4

£ S

I

(XA PETEI0A20H)

Lo
BRIERDO R AF AT — v AEEOLDIER
MR EY, FBEHEELLCKBOBEEA
ToTuwbd, ZOBME, BoOBREEE S WT
i, BYERBRETLELDAMRAVBEIRTED,
AREETOEMBL D L, FAE LV L TOFRIY,
SWMOBE T OEELTE ST HD TS, h
HLOBMEDWMA Y &, R F BB o R,
BX OMEHIC I 5 IS, WX ECF v A
NRREY TENTHERCAT I A 4 v D
BIZLOVETR TV, o TIbOBEENIE
WL WBEITE, Bc0BHRERY, B
BEVERERBRTH Z &ovdbin fou,
AR CHERERNCES T 2ERERET COWT
RIS BT 5 2 L3R gEIe 0T, BoPkiE
&, TONTHHIEKZES & VEHEREEIRS
ENRAER T VP —v R FoBEMOZK 2T
DT 5,
BRIEE BT B0

ANCBGBEROEAL, HERMOMCO,, H,-
CO,) & LT, #715,000~20,000mEq/HTH b,
FrEARBOBRE LT EREEOBIZKEL
kg H7c Y #1mEq/B LB X h 5, g L
LHRtE S h, BBOTNEREOBILTEED T
AMAVIZIbPRIEh, T THEBEISRT A
VBN SDOKFEAF v (HD) OB ER, &

FMELRMBCECCRBAKES & v
(HCO3) wkh@Ebh b,

BERME BT 2BOoBME, TR REE
k5 HCO; D HRIN &R RME BT
H*offtic X 9 BT Eh 55, AR X UHAR
HTIHEATET AN Y XV BARENCEE IR
Aied, RERETIER I HCO 15 L et
F 7R VEBWTBRISh, REMLBERZ
TRME»LO HH Rl X W9 ERE NS,

SEAL IR (proximal convoluted tubule,
PCT) T, AHRHETEME I L HCO;D
60~T0% P HERREZZITE(K 1), F0%L DR
SR AR o Al (basolateral side)
WWHEEET % Na-K ATPase Iz X 5 —RIVEEE )
EORRER S, Bl EERARERNSC
D NaoBEELESIC-TUThbhTwad, Thb
LEMEMTCHREED Natid 7/ P i, #HE, 7
/B, BB, MBLRYOREOHE1O DL
g~ LR Sk, ~FLEEMREAT
H,O & CO, & » REAWIKEESR (CAD il s L
TA U HY & OO R, HHXEER~S
Wah, HCO3 L#EE L H,COnER EN S, &
LTI i ml g5 CA. AT
CO, & H,O 24T, 20 COFEUMBN~ & i
B2, ZoEERE amiloride 1o X v B4 % 5
5. FIOREMREE T RTS H Wiz e Tt

Akitoshi ANDO (Department of Medicine IV, Tokyo Women’s Medical College] : A clinical aspect of

ion transport defects in the renal tubule
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lumen celi blood

ouabain

amiloride'v\\
Na :CEH

~-

S: glucose
galactose
amino acids
HzPO,, HPO,
50, Ct

1 SERFMEEEETS A 4+ v O
A~ EEE X ARHIE LT ORS BARD

Na BB EKAET 50T, NadiEESED
DUWBEBLHAT L EOREND D0, BT
FOBRIKHRELS T, filaNcE T
HCO 3 i m& R~ E AT 525, Fo—miiil
fl%& - C (paracellular pathway) &N~
DCor v b ThlcdbEERicE 2 bhvinet®
HCOsEiX HYZWE X b iz,

BE% & E K (free water) B, RiEH
wHORHREIE R~ v v ERBo KW
(thick ascending limb of Henle, TALH) TiZ
2Cl, Na, K 03X i b EE B T H 5 25,
CA. »™EBL EEMEaN T CO, & H,0 2 BAER
EnfcH'$ Na &L OWBELZZ T CaMBIhT
Wa, Wl HHIEBENICEENEE S 1
TWwWACA 12X o Tkt WH,0 & CO sy
BeZdnEELbNhD (H2),

FBE%E A% (cortical collecting tubule, CCT)
TRHEES® (medullary collecting tubule,
MCT) & EHE o FF o AMA (intercalated
celD b HYEE 2 T T 5, CCT THEM
ez kik, H LR UL HEAMBE» S HCO; D4
WO TN T D Z LT, EROBEETHOIK
RIZGCTOT R SW IR p0BREI T
5, kb CA. OfFHI X b MifkER T H,CO,
EALTER S HCO; R Cl &g S h
FRENCHWERD, —F0 HHIZ—kEEHH

lumen cell blood

ouabain

2 ~vURERCETHICKTS A4y Ol

lumen cell blood

o
[HJJ’ ouabain

amiloride

X3 EAEBTCEFBAA Y OH®

ke L v B oML 88T 5,

MCT Tk H* 3 —RHVBEE FIE & 1T 5 R,
ERABMIBHECEL & Ly, —FHlaA
THMEROBRECE U HCO@E CI- L mEfl
TOFERRICL Y, BEBE~LBTT %, flamic
Aote CrzmEMCELETHC 5+ 2 i@
DEHORENERES, HMEO Clriz—H e
%% b (paracellular pathway) &FEDEM (L
WEFIIhEBERANEBTT 5. 7705 MCT
TO H 3REHCHC & LTHWEhBRT
»H5H (K3,

BRMEE S BRIV EXORE
(BRMEM 7~ ¥~ & renal tubular
acidosis, RTA)

MEBEOREFHF T RTA & BRMAE AR
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EXTHRELL, BLUEBERMEYRSE 7
54 FUUEMARSEHET oV — v 22 BT 4 5N
T, BEEF»LRMECORBKE S A FHR
WEE GEfr R, KFJA 4 vEEHESE GECED
ERANEND, JEERINT WS, ERMENE
7 F— A (distal RTA, dRTA) 1%, 7
MERMEM 7 > F—v A (proximal RTA,
pRTAYIIIA L o IHH D 5. EUEIOBEM L L
TT7AFAT e vRZHERRGCLUEFUET & F—v
A (IVED 238 %, pRTA THSEMLRME TD
HCO ;B RINEEME T4 % 725 HCO ;0 frac-
tional excretion (Cycos/GFR) (RIEH O EO M
B pHCO,BE TR EE 2L, TofFERM
RHCOZEEMETT2, LarL Z0oBHCO B
EAREU Fim/crnild xR f~o HCO; D
BRIRDOOI8d, FLERELTELL
R#HET7 v F—r 2D DEMEMRETD
HCO;BWIN, H Wit t#E L, NHi, HEek
ELTHER I W B @8I 572, REH T v
K=o 2 OBERETE TR pHCOEE L &
<15mEq/I Lkt B, Lol pHCOEE N
ERHTE EELIGEMERME COBRIN Y AT
R~ ENRTLE S DT A0 Ik K
ANDORINEZ UL, REDT A A VDN EL S,
—J7dRTA OFEFBE L LT, O—KkEiEHH
R B 5 A v 7 OREE (pump failure), @5
Shtc Hig o LI CIZA S e H,COs D
Wik (back leak), @ H* 5 WMEtE B8 < BHEN
OENBEMERERTH 5 Na BRETE (volt-
age dependent) 23HIFHNh 5,

dRTA DFMAEE S EL T 5 BB OHE
BIVARMRBIEATHS., FRLIZHUTO
L 5 7R pH, U-BpCO,, hitEm & m=E, il
F b Uy A AR & furosemide BT R H
5.

1. [k pH

dRTA T REET > F - 20355 0,
B (NH,CL CaCly,) AR ShiBE 5.5
Té&lebhows, LALUIVE RTA ©uk pH 12igix
FHERE CETT5.

2. R—mR—EtRF=DERE (U-BpCO,)

105

EEA BLRIBE
i

\d /)

Peo. b

M4 7A»YRFTORZBILEESE EFOBRK
24

BHRMAE EEME» LW E i CHLERE
BhwfHFET A5 HCOS & L

@ @
H*+HCO 53— H,CO;— H,0+CO,

EDORIGIERLHICHETTE, COBRELR
CO, MHE b A b2 @ b furh ki T
5, LLQORIGIE CA. WEFEELWEER
ZELEEL, $E- T CA. R EMFMHEE
BERTIEN A D X 5 QDI ER, Bt E
BECEGTS, LI ANRME LML R

DZhboRBEO EERMETCO0 B RN
<, RoTCOMERIEE LT EHHIA
b, ZOERMED CODFELCREREL, o
NGRS RAE O HH 9 WMo L EEREE & /o
5 (K4),

IELRME CIEE RMPE e ¥ h Tl
UpCO, /38 H70mmHg UL = & L U-BpCO,
122000 F, BE3OmmHg Ll b3 5. U-BpCO,
#20mmHg LUF C & A s 7 RS © o B BE
BEEOHAFREE BV, REET7 > F—v 2
7 L U-BpCO A TR @ St % R T8 AL, F67
REET > F—v A, F1LRETAFATFe v
ST LB RN RS 7 o K — o 208
gbhd (F1).

723 UpCO. 3R HCOSBE ML Tth
4570, UpCO it & % EM RS OB L
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*1 EMEEEETY V2058 DX v5HHEE)
Na, S0, & bk . =
; § U-BP. U-BP, M7 L ¥ AF
MEKEE | KB GERE) 82 v 8
= (NaHCO, & f#) | (Pt v v EERA T & pH K EEt Bv
TN — v AFELETFTTCOR 7
pH ETEED D bﬁﬁ%
1 g‘fz‘/fw‘iﬁ’@ﬁwﬁé‘ EHEAET | IE¥ ¥ ik &F BEF >5.5 | EHEciaugm | EHE LR
2, B EHEEMET | E% a8 & E® <5.5 | EEE@dn | EE e
3, B EEKR
E)Tgsﬂ NatikEE | LA W ET &TF >5.5 | B EEE R
DT to Nabi %EE | LR A KT E% <5.5 |E#® E¥Triz b
7 L DT ~ o Naift
ARET(BE
7 ¥ K=y ABAETTRIR
pH/ETF 2% ‘Iﬁ‘é?‘;ﬁfﬂ
1. BRE&AR E® ¥ ST E¥® <5.5 | EH% E¥
2, é% FAFevEBR| LH B E#E ER® <5.5 | WL ET
3. TAFARF e viESE | LR B E¥ EH <5.5 | L et

*1 acid back-leak type
*2 voltage-dependent type
*3 rate dependent type :

S O MBS GRS TG T A h VEERTH S
ZETH D, TihbbRES HCORE 280mMol/
[DAE, F7030F pH 237 500 EalgiHe b 7o %,

FRAREEREDCE T2 584, HCO;D
FERGEBE S BT 5w HCO BE AT
DERALCHLRFREOCLRFRIZ LV L%
$, R7ar VhoRBEXZEL TSRO 2
fToRENRD S,

FRBEEORBET > F— v ROBENSFT R A
KRG, 13 AH® 7 ¥ - A FTRpH D
BEBTARDLETE, CORBICL > TERECE
HAEEDKREATTEETH S, Ll ZoREBIT
BEUREBEET >~ F— > 20ZHPMEILE VB
DD, FOFEERHENCT S ECIERET, B
EWFICE SV S8 (subtype) i f o ik
CXAERPBLETHD,

R 7 > F—> 20 X 5 i iE pCO, 0N
DB E, WmAEFEMECORBEIIEETH
N T UpCO,» EHH+45%, U-BpCO,ik
FEHEEECOERARRILNZERDD, FOR
# U-BpCO, D% b i NaHCO, SEgs itk
8115 UpCO,DEIC X 5L IREE N TS
7, RREREREE, BERLBGYRIE o
2030205 U-BpCO, 2 Z L vy,

CORRBEOBMERFHR LKL S, BEOHUME TR L,

WS oD X I 5 B,

)
g p<0.01
£
% p<0.01
<
o 501 p<0.05
=]
il J
a0t
20+
10+
ok
—10 L L 1
A B [

M5 EEE A, BREETEEBESLES
B 5L UBLRABEOARREBEETLHS
dRTA #3% (C) T NaHCO -5 K0 R LR
FoE (R K ERESLESE)

X 5 iz NaHCO; & il U-BpCO, %7~ L 7=,
EENRB B L, EARMAE7 o F— > A%
YIEGI TR ERRRED Loy, —HBASMLRE
FMIERBE IR T &t To SR ERBIE B E T D iE
Tk, R0 HCOBE »+4 LA ThE, U-
BpCO LB E R E C LAT 5.

3. PR & TEER

BREE RO pK, T b6.8DFHBRD
pH 23 & ¥, UpCO, R D R Bt L
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TERET, 2olEFE, SERETL Y SWMX
hic H*A HPO i X Ho,PO T & 72 B 4%,
e PO HO H 2Kk L HPO; & /&
L, 2O HNLHCO: & KL H,CO 2R L
T, H,O0 & CO, 4L, pCORERT S,

CoRBETE, QEEHEOBEEE RS > TL,
B L Y R~ ORBHHEIMET LTV
(back-leak type), Bk U, QEENRE BN
ZEAFH (voltage-dependent type) i\ Tk
U-BpCO, B IEHEEFcCEAETA LI TERY, &
MRMEET & F— v 2AOESEOHERHFRT
HBH (FE1).,

F 7 RERAERMEE T X » HCOs D R
Entoie R U Blch RPBERED EA %
BT <, BT OBRIMEREDOTEFTRETH
5 EDRER 3B T5,

4, WS r ) v oEBRTRRI L VWETRE S
N &aTTRRER

B+ V7 A (Na,S0,), vl 7eti |
BETTEMEME~D>F ) v 2 ARNHE
L, ZoOWETHF U v 2DOFRINATEL
TEBEAOBIHIENEE (electro-negativity) #°
B, SHLERTFRNEPZFICCREA 4 v
(SO D) ®HEFEA + v (ClI)PFEFEET 5 & K, HT
DHWMHPMERNE, 20X RRTTY, B
EEREFROBMBMEENH 5 &, KO pH XEE
B (pH<5.5) FCETLEZVWZ EBMbRT L
%, COERRE L, giio U-BpCO,ic X 5%
DA GIHE T, BMNRMAEE 7> V- 20HE
BENTRETH 5,

IVBIRTA bbb 7 A F AT v v REZH
LM RMEME 7 o F— o A TEEM P
FTD Na BRI T R 55E, HY, KT
FRITEFEABSVEEE S ER ST,
HY, K" WA ETLREE 7 V-2 &
KMEXETH\ib, ZOHMORTADL 5
—DDBEILT v F— v ADOHEIET TR pH 234
LR TR T2 ETHDE, ZnETAFRT
e v HESEOECATHRECH O v &7 &
VAR B X, 7l I 0RrE VOIERNE
K ThbdHrRED H'HURRInsTeHThH S

107

x® 2

EF1 285 % FER 2 248RBH
UpH 4.49 4.88
B-pH 7.39 7.35
Cer 33.0 28.2 ml/min
S-Na 143 141 mEq//
S-K 3.8 5.1 mEq/!
S-Cl 108 112 mEq//
AG 9 10 mEq//
PRA 1.2 1.0 ng/ml/h
PAC(A/KD 22.5(6.42) 13.3(2.25) ng/dl
FENa 2.8 5.7 %
FEK 61.9 25.7 %
*U-pCO2 38.0—78.0 47.1-51.7 mmHg
A4pCO2 40 4.6 mmHg
U-BpCO2 38.5 15.5 mmHg
U-HCO3 73 51 mEq//

*NaHCO; loading test

BB EAT VD, K2R L 2 EMIT28E &
URDO I HHOERBALEET, 7v 7 5=
v 7 )7 F v AR33, 28ml/min & 13T FFRE
TH DD, 882 FNCIIBE A e BRIE & & K IAES
RoObhs, WHEbEIAVF e 7R EHHE
BT, Ko pH BFESTET LT\ 5, —FILEE
TAFAT e vEBERE2HATEEKMERF
FET B 0 5913.3ng/ml 7 A F AT
Ry /MK BERIT2.25LETLTWS GRY
4E0ER, V7 &£ 3L ), ThbbZofoff
HHET O F— R TA N AT e VRSHED R
FET N - REVSZERTESL, B —&
wIVEI o RTA T U-BpCO,it 7 45 VR F T
EEAES ETCEATZ L &N, TOBFITH
DEEFRMELTEIRTWEH, £FTik
NaHCO. & fii i, M BEMARAR R U-
BpCO, ¥ & AR ® UpCO,fRE & & %
FREBCGWIE, THRTARRATF e VRS
nz fE»O H D WEENE 2 D hiconTik
B TiaLs,
Bbhz
ik, BRAED HHEXRECECLHEY
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TTBRAEET > F—v ROV TDORE, o
NEDORBILAEOBERKTULT L b HEEICEET
BTV, BIROEMIREEET & F -
AREMCEAE K INE, HET, Baki,
RB#ERED A, KEIhETRIEKE
MR TC b DD, REOHEE LT
BRI ERBEENLETHAH S,

YEEEEE oMMy BB L 7.
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