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AFe gMB JE o)L F& AW gE o
Y2 zaFosA AFAA AdF AYe FAE
. 24zt 29jdA LA PR AwzH
o) & olAZA BA&IY, uMAAY, vIMAFY
5 AEAHY AP aPhEe 4 AT A
AHog ALFAA g3y FEL 2A8E AXE
B¢ ZHABAAN 60%, Ae)mad wFdgzelA
30%, VNFABAN 7%, JFBAA 2-3% A%
AFFAH. ol AR olFL A A MW
2] Aol ol# 2AH 7+ 9ol zHPo2N A
W3 fAd Jledske ARt qdo] glon,
o] 2 7|5 AT WFoERH AFFIHE Y
EE9 olFd A o]Fojxr}
19819 Garg $°¢& E79 849 mARFHL
ol g3td, Auy waiPs wAPRL AQd@
BE 24T 2994 UEEY $5H oo 24
33 ol aMT MEY A& XY Na-
K-ATPase 843 AFe A7 e 21aqd
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k. 38, sAE WAE AXeA UEF olFg
st EMAEY EA o] HFAHUA AF
A AFHEE B3 AAFHY 27 H2 B =
dE EANEYH A7VIHY =Re2 4 g4
o] AEs} 2 FEAA AP=HT Ak AR
Na-H exchanger type 3(NHE3), Na-phosphate
cotransporter(NaPi), Na-sulfate cotransporter(Na-
Si), Na-dependent glucose transporter(SGLT)
%, dx@ uF4YPRe] Na-K-2Cl cotran-
sporter(NKCC2, BSC-1)$} NHE3, ¥¢3A#9
Na-Cl cotransporter(NCC, TSC), F#%#9] epi-
thelial Na channel(ENaC) %°] 2 oje]ci(Fig. 1).
olg|gt JEF SMANEL o] HdHe w3let o8
ZEE AT 93 zEgo=H AW JEF HY
€ AN Ay 4ug FYPech

EF, A GEE EHAEY T2 750l
FHEEA oAAA] D& FF Lo R o
A LRz Adtd o AP FoSe o
T He A ol#rt X3 ok F, Bartter
%3, Gitelman %7, Liddle 37 3o 949
A HJARE EARARH FFAA dYsta ¥R

DCT CcD

Na'

cr Na*

K

T

Fig. 1. Mgjor mechanism of transcellular sodium transport in the dif-
ferent nephron segments. PCT, proximal convoluted tubule;, TAL,
thick ascending limb of loop of Henle;, DCT, distal convoluted

tubule; CD, collecting duct.
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B34 siyoz A £ A HUL old T
2% Z(channelopathy)E<& 3lue] JYEF i
Agel) ket o8 oAl UG 2AES AA
FE F2 BE HEg 7 YEF WAy
Aelstd ol & FAIAFIEY #W$ Fasich

1. 29MIZ type 3 Na/H exchanger(NHE3)

ZAABAA AESFHE JEF gRELE YR
Z AXue] ¢x3 NHE37F wiZigcl. NHE3+= o
EE ¥ £AE FFsle A Fiol2 & EAE
PHgozn FEIEE AEFSA €9 wetN
NHE3+= AW YEF 3Y 2 ofvzt 497 B8y
A= 7|ogte -7 kA=t & 4 ok

1992d Orlowski SVl oJ3 oA NHE37F A
5 E249He] 1 97 € oWt Mde] ¢34
a1, Atge] 9o olmxal AMjde] Fet 89%9] 4
$4¢ 29 NHE3d| dig Solaha azst 7}
T uel, HAAMEIIEE o]83t] NHE3
o] A $¥7h A7 &, NHESE 2
AAE JdPud vFFRL] WHAE ALt
F2 Fxsia ddud e r wEdo
E3] 24T AXdME AZE AXUdE 243
B2 oo 2Ry NHE37}I WAE M¥uoz off
8l traffickinge] &4k 84 A9 8¢ +¢
4z mgr. ol9 ¥ 7|MOEA protein kinase
A 2 C7t diste 99 Aiste] g8e] AAE
ul gl

ZHA AN HE AFFE ZHI}E Z2EO=
A ke "l T, FlelEety, =Y, B3PgAzE
2ol &eA Q) Al [+ d=2HE ¥
E AF3tn A% 729 AFAES FAAFPLEH
BHHor YEF AFTE IV EF 9
Ay 29 Avl A3 HEF AFFE AT
£ &l ok ole@ HW EAE olvkw NHE3
o 4ol 37kt ol Aoz AzHNY,
NHE3 ¥ $2o4 1 7lde] #4¥ we obF
gt AF A 9@ 8F =24 9uZd o3
FHE2E g4 YEE AFFE F7MIE 71d2
g 2y A=53 A7 Fde Ay FZhed 9@
7 &7 ool 2N T o8 sAdPe HH 3}
43 Az AP AT AL o]Foix)
£ 7l e 8L gu 1-ol=ddA $EA
2 23 Na-K-ATPase &4 Z7P%¢ o 2-of

=LA FEME ¢ NHE3 84 3710 o
ol =iy RRgHsEEe ZAAHBAN IE
AF5E AAlste azrt dei@ded, olvt= NHES3,
Na-K-ATPase, =% Na-phosphate cotranspor-
ter $4-E AMHAA 238G HolH?,

AW JEE HY FAz d4se o8 5 A
ol UM AFe] GEFE AT do3te 98
A & 4 Aok 22u &894 ARH, 3R
! AFFTNA aAF o= 99 ofF YEF &
A7t GEE ARE F2sts o 2AAHY 9€E
X ofz ezl uh gitt. 32 Fernandez-Lla-
ma %8 9@ ZF AW 2ddAy g9
NHE3 @9 @do] aA A4S Busgch o
Al 2E Ao YEF S99 982 9x4 7]
A B2 g wel odstn B3e Aol 4%
"} g, g ARANME AFFA AFgo] Fi
A GEFEHuAH S FUMgoER UYEEF
e #A% 4 Ak Kwon 9 5/6 NAA 3
298 o] 83ty WAFAH immunoblotS Al A
I} NHE3, NaPi-2, Na-K-ATPase @¥9] &0
gzl 8] 7 48%, 13%, 30% =2 7FAEE =2
33, ol "y YEZE ATA g3g Fob o
g A7AA® H¥(glomerulotubular balance) )
Koz #asigh

T, 4-d7] ¥k EA NHE39 9] F8
stk A TN EulHE FaolL9 o T70%E
NHE3e]| 2J3] o]Fojx|1 oo wet Fgadge] A
FrEe 29 8443 vide] dF . diabg A
%9 B4 W30z NHE3 840 7kl AL 2
AA# HAA(brush border)®) NHE3 4 239
7kt # gIok®. 723y NHE3 mRNA 28|
£ W3t gowmz!® AAFE zA-(post-transcrip-
tional regulation)e] #AE Aoz AzZdch 9,
=9 A3 Aozt dd 29 AAFAFTAAN
NHE37l 2¥713dd 288 7hsAdol dAT old
g FAE ok7 gith

2. d2|ad|2 HIEAYZ Na-K-2Cl
cotransporter(NKCC2, BSC-1)

¥ o

[z

AT AzhE JEES) 25-40%E Welwe
oA AFFED. dnIBelN 27 g2 7
7 sjalzts) gezels F4PoZH 2 ¥5 2 3
Hg oEch HFARZl AFSHE ALY AR
2e UAE Mzl $X# Na-K-2Cl cotran-
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sporterd] 93 FEHoT o|FFL olHF wI{FSH
Z(countercurrent multiplication) &Ede A% +
29 ARE PR ZA JYTAM o] Fo
Ae FE AE54E =E3H4 gk

Na-K-2Cl cotransporter: %0]23 UJYEF 9
ZET S0l dAE FA AFAMA olFd:=
A ZA AR opE g, 7%, EAH FolA
HEY AFF #uldd gl nH@d olmAY
bumetanide®} furosemide= Na-K-2Cl cotran-
sporter?] @4 A FHo gl 1 FL4g A
3|82 2 bumetanide-sensitive cotrasnporter(BSC)
gux Egfo A9 Na-K-2Cl cotransporter
£ 19949 Gamba §'7¢] 24Ysted 1 971 MY
o] &R, 25F IAFTY dH-AJHE 71X
Fute] F2 E£¥3 GRF wide] #A4E slom
AZt=lE NKCCL(BSC-2)®3 dzizzlad v)5gs
Z AR A Ee] X3 NHEFE 7)He g
8= NKCC2(BSC-1)'?¢] 5 71%] ofgo] gith.

EF A A9 vA#FE 47 w29, |
g viFFPRLe vpa e &9 A F
o] 4% $FH o5 F/AH. @9, ut
2Z#HA $u]7l Z2¥E Brattleboro ratollA 377
vAZHNE FLA5E v FAFIANN AL AFE
7 FARY. ol AFHE YIS maZgll
A5 g 2 ¥5%5E AT vFIY
o] HgriAd % ZAzjo|r} upixZy M ©@r] F
22 H|FA487 UBE AEHe] Na-K-2Cl co-
transporter& Y ASd G& A{FFE F7MA
71 Aoz 23E v gov? I 2z JlHd o
e A3 FEAA GG, FH, wazy
9 A7l AFE wF4YZ Na-K-2Cl cotrans-
porter @2 HHL F/AA ¥ AFFE A
oo,

YEF ol&e LF o237 FPHo= Na-K-
2Cl cotransporterel ZE#3tnz 4-¢g7] WA=
ME 9% gkt AFTAME A FF6 &3
HE gEdelrt Fsleted®, o) Na-NH-2Cl
cotransporter®] ¥HFFE Nz MY¥g 5 Yo
a8y ola ¥|343Z Na-K-2Cl cotransporter
e @ W3t YoIANP traffickingelHh post-
translational modification ¥ T2 7]do] &g
Aoz AZigcl

1962'd Bartter 57 o 98l A& 7|4¥ Bartter

FITE A% ALEYET dAY ¢HEFE 54
o2 ot 3143 Bartter FFHL Jol & FHol
oA wstn gy, 24 4T A FL Y
ot oA AbEHR oz SRRl JdaA 94 I
& 4oz FAYY 2F TS WMo AY L
7k, o 20%°0A4 Artavedse] HAH.
A AYol o oz ¥F HJ, gx2H
£ 92 dxedA 7l A Fvtslm, 8F T2 A
2@ E2 wjdo] o). 4F A= A% Aunz
A Agel o3y MRAoz AP}

Bartter %79 Weldgls 2@ oluAg ¥
o azel wjy fABlER, delae)d vEdEd
A AR AFFY Fert 2 2 NAY Rer 2
@ AREH o] Ao} AFAME AR oy &yt
AE2 cDNA7} 224§ ue}, Bartter TFT
< g v RGgAM g% AF5E miAE
£ F8% A WAE A xe] NKCC2(BSC-
1)®, ROMK® %& 7|As)&ete] CIC-Kb™ &3
2 2ddelst o 40 Aoz gk v TNy
ZA AFFEHA B2 dEL AP 9o
ZET T4 o2 ¥HE FAANA ABEIFAH O
A 4SS 2HY Aol

den @ viEFggos Zad sladlgs
ZA-FAfel g8 HX Ale]lz AFFHATh o] RofN
4 AFF7t Ay AgA) gase g 2
vtadlg AFS57E AAFeE 3ZEnst oeiodl
37t BAT Aot EF AT AT T
el Frste] o|RdA ¥ AFSFIE FUHE
24 AF$7 grdlez adewE ¢S 2AY
Aotk LZEXE ojd volo] LG Bartter F
FTUFE FEEe A4NZE 2T & Sl @
W noladigkd 4 Houi2ulg¥F L Bartter
ZF 2 849 20%AMT #FFHEY 12 ol B
. A2 AATFATLE AFTAAA A7
® vladlge o 5%%HE AEFIAT, Y8 Bart-
ter F¥FANME 2 AFF7E F718e 8F vlad
&) ¥X 94L& Ao 2y}

Bartter Z¥T¢ 2% @y 4o #H=HA
Agk SEAA AR o}z QU ALEA dAA
d2e)ES 2Py st LE HPEo] X859 2
Irol3l, spironolactone, amiloride, triamterene}
Ze ZF-EE olnAE Y F At AYdY
o] Uttd d¥ »BEE YRS} indomethacin®
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& cyclo-oxygenase inhibitor& Hoi&d 22
B2d E2 A4& A3l 29, 7E, 44§ F
AL 37 48 % FE 2A4E AR X
4 23l ok 8% BE A4 Z22EE9
E2 44 719 A3 849 dd-4AedA-¢=
2HEAIE X}23t2A captopriladt Z& AR
AYELE: JAAE T3 AAE 7dY F U
a2 Agaged o thd ¥ dge] dALd
A Mo} 93 A fAHT Y& A X"
ARPEL dAAE AQYE L 27 Ao

3. Y9IZMB Na-Cl cotransporter
(NCC, TSC)

AbpAole oatE FEe] 6-8%c YHAZAHH
A W3Z AEe Na-Cl cotransporters} 71A9)
2uto] Na-K-ATPase& %3 AFESErh Na-Cl
cotransportere 1993 winter flounders] W32
23 A 29TV, EAFINE A9A9
AYTA B ZR=o} BZHW? thiazide ©]xA
o o wAEA AHHE FAo] eB=R thia-
zide-sensitive cotrasnporter(TSC)g} 1% Ea]&c}

4% 3¥g A FLY IFI2ER=Q
A= 2HEL olA7A F2 JFPd FE3e AL
2 g3iA stoy, YAIMNY Y Gx2HEA %
$3td ¥ AEFE A FAU AYYF 7]
& FYid 493MBE dFZEEIE F
A7t 2382, gE2HE A3 93 Na-Cl
cotransporter &4 Wde] FEHTY,

AlZ9) Na-Cl cotransporter FAzE G4
16q13¢] A& 2®, o HAAe EAWold 23
Gitelman Z%2o| $A¥I®. Gitelman FFZ L
Bartter %73 #ASHA 3944 494422 #4
M AZEEFTA UMY dEEFeE IR
g AZEPFol AR g YAdolyg ARAeA
s, AuldigdFol 3l 8% de wdd
o] i Z22elFdY wjdo] HPQ Ao| Bartter
2337 & EAoltiTable 1). =¥ €37z
#As, olxA Fod g% 2F JEFuE FIt
Z37} chiorothiazided] &M= E2 AT furo-
semided] ML FIdHH, YJLEYILARTE
(distal fractional chloride reabsorption)®] Bart-
ter ¥ ZA Zas=dl ¥ Gitelman
FEZANE &3 Az ol

Gitelman ZF¥oA LA AZgns Arvia

Table 1. Distinctions between Bartter’'s and
Gitelman’s Syndromes

Bartter's Gitelman’s
syndromes syndromes
Localization TAL DCT
of defect
Age of prenatal, late childhood
presentation infancy, early adult
childhood
Biochemical Serum Mg —or | Serum Mg !
differences Urine Ca 1 or—  Urine Ca |
Molecular NKCC2, ROMK, NCC(TSC)
differences CIC-Kb
Concentrating | | —orsl |
capacity
GFR —or | -

UlgdFe 71de &4As wAA gsich Adex
£ thiazide ©|xAE Foj3la LAFAE MEA
$gs= JEEHY Zg olFY ¥MAZ 4P F 49l
o 47 9ATAR XY PR oFE?,
W3ZE Axute)l YEF o]Fo] AddHuzE MEY
dat 7)Ad&ute] QA4 FEZE B¥ AL wAY
7lez AEJ 94 §x7F Astgd. o) A#= A
Ture FEIFHY WZE A g F2E F
¢ g A7 F/H @9, Aviadedsed
e ofnlx Y FH BN VEEF o]Fo| AT
Hy ojxA oz AR MEwe Na/Mg exchan-
gerol Q&%E uA® nlavg AFS #2128 A
qoz @

191243 Na-Cl cotransporter? #3z 9
Wol7} Gitelman F¥T9 ez ursFe] e
$7& 938 F+AAYAHgenotyping)9t & &3}
3 Ay S ojlfd & YA HUG dE £,
T2Yd S E2RE Na-Cl cotransporter m-
RNAo| t@ 24& A8 & o™, metd, o)A
7R 94 Aot gEF 5 vl AR PHAA
E30¥® 49 Bartter FFT SRAE ¥ AHHESL
g2 Aotk E¥ A AT Y3 dFE
Zetgd w, BAHA XF Gitelman FFT FAY
AA WEsL & TEY ZFo IR £=9
&4 FEHE AvozE YF TE =8 AN
o 7MgA #AANE = Aot

4. ZE# Epithelial Na channel(ENaC)
AbrA g F AFBAA AXFE ¥ AEFSF
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e 2-3%°) ByaR|gh, Al 83 wjd=HE 9
Fo] ALTA o] 1% vindE 44 o APy
dA vlRgez AR AFFE AASA =AHIe
Reol A¥ HY KA a3t AFHAAM YEF
2] o]%& UE ME99 epithelial Na channel
(ENaC)® 7] 9]&2to] Na-K-ATPaseol &gt
ENaC& ol&dA JYEF AFTY €28 ZFAAR
amilorideo] 2J3l As=HE &4 AUk d=2HE
€ FY#Ne ENaC3t Na-K-ATPased A=331d
g% AEFE 7ML

ENaC2 1993 Canessa 5V 9j3te 9 ¢
9 dAezRy Z2YHUL, ovtz a, 8, r 9
A oldelst 2281719 tetramerE °lE HoR
Azg, o|A7tA ENaCe tEAHQ YEXHE-
#%= i (aldosterone-induced protein)® Az}
Hol gou}, Z+ oldgle] Wy Heo] ¥AHE o] &%
AT dae 9y FE4M ENaC 8A43te] 7|0l
@3t G2 NA F, FdA AFE Hel
FF e A ¢x2HEE FUNYE aoldHT
Mg o wyge] F/3ln yolASE 85kDLoEY
Bl 70kD2 2 Exgo] ol g3y dAGMEHA
4 ENaC E#A7 WAE Axgoez AT =
Aol BAFHAG?, a8y, dx2H S % ENaC
eolfle]l 2¥ F717F mRNA £& @ FFoA
a2 Aol =EHE AAANE A48A gtk yold
A7t dx2EHE AT Qd] EXFo] FAE A
2 olux yolds] AU 8A43E oW oI
MEsol o3 2y AFHEA, ENaCe 843 =
= ENaC9 UZZE Axgoz olfd #A & A
ol

Liddle ¥¥¢ =X AZFEFTL TUHd
A-Ad n¥g FAA Edof & FaF AP
o Fgas $A4e0s {48, spironolactonedlE
urg-3tx] X7t amiloride &2 triamteren®] ¥Hg-
sy, Aol ¥ ndety AZLFYFTol HEY
2 w3z Bx 7)He ¢3d, ENaC 8 &2 7
olcrglel Edwolo] 2s] ENaC @4o] Fvigtez
AN UEF AF7E A% oixlztA &#z 549
ol A & 7y oldfle] HAEXU FI2EA DdR
PPPXY =dglel 2@5mz, o %97} ENaC %
4 z2Ae 2% Aoz AR

4, A 18 NALELHEZF L ENaC v 84
gl o3t GE AAd nAFYZFow WHFC A

d43 d43L ENaC EgMe M opasl 47
A RAsE JlssAd EQWeld o Iy,
g Fgste TEUAY SHFY] 7AYol Aot
knock-out AF AYERLANAN otz A&HD
A% AEQe] JoHz] B3] TRIFLE AP
olgcty EaHUN. FgAx $4YL FE 24
3 nBFYF] AT sE APEHA ¥on, dF
F2EFo= $E4¢) EQWel7t 1 FUoT®.
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