Hypokalemia due to Defective Renal Transporters
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1. Fanconi &%+

1) #9l
(1) ZollAe diFE 304 (4G E4) diabeldol A sdslsta o] FyFo = wAysit)
(2) Aol Ae= thdd F4%F 5 ol uME= (dysproteinemia), =54 (Cd, Pb) 5, & W) (SLE, Sjogren

syndrome) 7} ¥<lo|c}, F4Hl7] (Aristolochic acid)ol ¢J3F Chinese herbal nephropathy®= 2lo]t}.
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- A% AZEIT B AT R WAL, 2F 20) o8l thuesh alofe] WA 5+ Ak £F, o1 2 ule
hu)

A D diaPgelell ofgk dibd d@emA Edsteo] Esith

3) Qg

(1) 291Aee] Aurke) 715gels washa Aue 5 i,

(2) SAABANA AFF S BhG0] 8 FO 2 opplibis, A Hi, G 2, Nk ADHIF, AQNY
F, 29 AABY A, ASNAZ, AR Bk

(3) 29 beta—2—microglobulin® =#o|u}

4) A=
2, 9l 2, dEEle] Bge] dash, ol g4k ol thelels 583 X150t sk dvk

=9 AN AFE (proximal renal tubular acidosis)
L ¥
ST MEAM FTERFES AESEs Al FojslE WA 2 g4 As
—7ke] Na*—H" exchanger type 3 (NHE3)$} H'—ATPase?] Ao} 7]1A¢)&uko] Na*—HCO3™ cotrans-
]

porter (NBC—1), A3 giFe<4=84 (carbonic anhydrase, CA) I 2 W] gk ellgdrgh IV 5 1-
CA II= 9 Al Ax Yelle EAstE2 29 2 49 AAHAg Ao 2313
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29 AT Ee A4 (3R %ﬁ,@%ﬂﬂ W, XA 0% S WARVIE S )
LI}

AZFET e S

—rok th, o

= 7)ol dE A 3} vlEk D) Ao Asteo] e, I1Eke 5 = Aol 9

Wb WASARY, oAl ANt AT Aasle] 8% Tt wjddo] v ehomm 8w AMe st
g

HAIA o] A28 dibdeS YERaL, & pHE vgsith

AH-8HHAHNHAC loading test)E Al3shd & pH7F 5.5 vwkoR ghashs A4l whgo] dent

e dZeelaAk (HCO;™ loading test) & &8l T89S AW Folall 83 Tee o] A4 F7iitt

[T IRl dE (FEHCO3—) >15%].

2T E BEsle] TR €5 st o ZEVP"@] ofFeFo] Sof TEASA ol WAt 9] Al A

Hla A e ko] okzbke] (10—20 mmol/Kg) Foi7F etk

2 QEJA (W)323aZ}) Aol (Disorder of TAL)

1. Bartter =3+

1) ¥

(1) A 13: W7 o] bumetanide—sensitive Na—K—2Cl cotransporter (BSC1 %<& NKCC2)¢] ZAsh SCLIZ2AI
A Ak

(2) Al 28: K channel (ROMK)®] A%k KCNJI 42+ 2%

(3) Al 38: 7145 Cl channel (CICNKB)9] A% CLCNKB A A

(4) Al 48 : Ca receptor?} A#E 7142159 Cl channel®] B subunit(Barttin) 2] 2%t

2) A

(1) ¥%F renin YT} dE2HE F2rt S7I8% B7sta deto] Aol Ay vt

(2
(3

) 8% 2F wie] Frkank

) angiotensin [[& Fodlod® delo] A< Hk2-o] §1a7 juxtaglomerular apparatus® #J=2lo] 9l
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(4) A= ol Zollol] Avte] Ha1 F2, Q1% wi= Aol wAglo] WAy ;m.
(5) Thxe, TRE, Ao, W, Aueh 2RE, 4w, wHeRd, 2ol 5
Ao Ve s,

3) Az

4717k loop ©1%=Al (furosemide, bumetanide 5)& AFSSF A% Bartter 55w H3E A0S Ho|B=E Ale
7] o]F9] el A e HEEA] 85 loop ©l=AlY] SEE SAste] 1PEsteoF dth Gitelman S%w¥#e] 7% I a3t}

4) A=

(1) ¥EN9 &3 % spironolactone : % =

(2) v]=ElRo)l=A 294 (¢ indomethacin) S W&

(3) angiotensin converting enzyme A|A|Y angiotensin receptor blocker?] H-&Q
(4) Anpdlgdse] glod vieA] vlavlgs FFstelol AZEESe] wgdeh
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H

AAAM A ol (Disorders of distal tubule)

1. Gitelman &3+

1) B

(1) 9YAF W7 29 thiazide sensitive Na*—Cl™ cotransporter (TSC &2 NCCT)Y Z& : SCLIZA3 AR
A%

— A NaCle] A& Fol®E ojatd NaCl 5 7-10%7F Jados f9wm o] wlel renin—angiotensin—
aldosterone 7} @4318le] A FAEANA K& AlolAlZollM HT ] e Z7M71A S0} o] AZEIZTA it
A dEEE 2Heith

(2) AN 734, vasopressin?} renin—angiotensin—aldosterone A|2] @443}= Bartter S%woll H|3}e] ZAvulsla &
< PGE29] A= Aotk

(3) AZE=T

NaCle] ¢9Ate] Ags A= AE Ul Na© s=7F Yoo W7 2] Ca'* channels 24318l o] AFSE
S7MA71aL, olell Wt AZEs (hypocalciuria)©] YERH Bartter 553 7287 Qo] #-83F X ¥7F Hc} A&
T Zro]l F7kste] ¥dolut b4 (choroid) ol A13|stE Zefgitt.

(4) AntlEds

Gitelman ZF%re] U2 = & 5 vkdlge] wjido] F7kelar dAg AnlivlgdFol Jov, Bartterdoat 34}
= AnkdlgdEse] 3k 94, JuEts Asith

2) 9424
7]1&¢] Bartters$re] Hr} $7do] Al AulvlgdEy) AZFEnsel e 7<1 35 i 2SS 2Rl
AAA oz Flshs Aoz FAto] AHsle] AdleA 3] = ¢7F Wrh Chondrocalcinosiseol ¢t #45

o] AR AN |Sh waal ekerh

SReel= 9 oA o] FHo] Ego
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Bartter 93] 78 Ak 53] & ZldT furosemide F31AF § NaCl wide] S7F o571 =go] ®rk

4) A5
(1) FePNR9 &F3} spironolactone©|t} amiloride”} S8 x| 8ot}

(2) Akl dSol Jdom RE=A] nlavlgs sgstelof AZFdTo] age.

Qg go
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1. Liddle %"

1 ¥l

(1) SR ol BAstee= W FA3E9] epithelial Na* channel (ENaC)¢] B—subunit®] Ee¢lwolol] s
FxA o= g4 (constitutive activation)©] 57}

(2) &% (UER) AFE A=) 7kt Aud AU=2~8E4 (hyporeninemic hypoaldosterone) I8¢o] 1}
Epdt} skdogE= AEW #1712 Y (electroneutrality) S o]F7] ¢8t9] K' channel® IEAS (Z8)S wjddste] A

ZEdss 2tk

2) Y8aA

A oA e RS g SR HE BH]8°] Yl spironolactone©|Y dexamethasoneol|= W
kA 9o triamterene®|Y amiloride®} G Algto] 18, AZ-FHFo|L renin, aldosterones EF Gglels &
7} ek

3) Rk

A AYE2EELZY HEo] o B4 32825 (84 2 2 cortisol, DHEA—s, 8% 17—hydrxycorticosterone,

17—ketosteroid ¥ 8% 11—deoxycorticosterone, 11—deoxycortisol )] ZAUS vis]of s}

4) A&

ARA|8 Y triamterene 22 amiloride® X 83t} oo sl ndgt} ALFIZo] BF /MAFC]

2. Y95 AABA A= (distal renal tubular acidosis)

1) #d

A AATE AESelAE b wiAdoe] Zhashed], 1 e sHA T whet theat o] 47 ® g

(1) 9] Foll (secretory defect)

-H" & H K" ATPase 2, AEL 2

(2) AL Aol (voltage defect)

— A=A Al spironolactone™ #2 A AL amiloride©|Y} triamterene¥} 72 epithelial Na channel
APAAE Foled o] Aygh

(3) ¥4 =& 5=7AF Foll (permeability or gradient defect)

—Amphotericin B 54 & 4Fe] Fapiell ozt Aiste] 2kl o

(4) txvo} Aol (NH; defect)

— XA o3kl 20-30 mi/min AER sk Aok ARA, A DAFEZF, ASNY B A2 S Lol
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3) Ak

(1) A Zeelld & pH7F 5.5 ofde® =th

(2) A5k AF (NH4CI loading test)

—2Fg=20] FEIEHA] FUPH(HCO; >18 mmol/L; incomplete RTA) Al&slar & pH7} 5.5 ool Zgh

(3) 42 (alkali; NalCOs) 3} 74}

—4ZeEE Falste] gz (SRR 7 HAS W 85 olklslekaitd) 5 o iksleAniste] A5 i, W) 4

ofeb A3t Holell M= 30 mmHg vwWko= wlrh

4) A&
oz Fo
ozke] 7o) Bg= AabEQ] FEkk

d FEE AR Aot (22 mmol/L). AQlelAE= sodium bicarbonate B
sodium citrate® 1—2 mmol/kg/dayE FoJght}. &4 AZEdTo] AT Ao|AE= potassium citrated T T

sodium bicarbonate®} A Fofsic).
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