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Y K B M 1B HA M iR R (TPP) 434570 32 i 6 A S B M 45808 PORR S RE w6y B K48
A P A7 Bk T3 N fa i 9 0 5] RS 09 AR e AT SL AL Y A& 1 o TPP R B 84 WAk AR 25 A6 0 R 4K E
TOAEE  RBEG HWHPE 0 RIEAEME S ehEv ik T AR AR 5 1 R R G R S
&7 PTOARAT LA 2T AR TPP 6y % A& SRR R By AL BT - TPP ey s Al — B4R A L
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T3 1 (Kir2.6) &9 2 B (KCNJ18) % 4 » Kir2.6 47 & 7 i@ i /£ 3 8 B B ILAR BB BAZ P IR T
FTRUAL  CHELERRVETE-—LTHRATPPEREFNERZTm - AMAEHERH 1.6%
(2/120) TPP £ X A Kir2.6 4 » AP EKIR6@EE 4o R ERIBRAMERE - B2
B F i BoAb 8 LS R R @3 e Nat /K -ATPase 75 M » &3 # Kir2.6 @ E ey h 48 o RE/E
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— % 85 Nat i 18 & 7o LA &kl 4s o TPP 64555 44 ) 31/ %o i 2 Na*/K*-ATPase #9 7 ML 3%
mAe Kir2.6 @B A T IEA M > 2T RF ST THE DAFE—F R -

RAZEEE - FRARAR =AM RRE (Thyrotoxic periodic paralysis, TPP)
{K 8 (Hypokalemia)
A A Bz st 73858 (Inward rectifying K channels, Kir)
IR LT (Paradoxical depolarization)

EhAS AR B AR EE S ~ WU (deep

il

AHGPRIEEET(K") SEATREPA S MG S Bl
T R S TR HRI AR IE - RIS
RERYE 2% 2 LIS S TR RS 3.5mmol/L > s
—H RERERE - EEREET KRR TUE
Rl ONERIE A Y-Sl a = ERESINE A S RIIPS
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s (hypokalemic paralysis) B2 Ry s M2 1
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HPP) K FFE# M B4 et (non-HPP) » HPP Ly
—RERPARR - B RCE R AN - (K
L2 FE A S 7 RS s R > -
T =S Fl4non-HPP & 35 2K & 11
PREEF 7S - (HAEAY - HPPEERI AR 2 1Y
PREE Y - S HIE S M SIS - I
R R e B e (thyrotoxic periodic paralysis,
TPP) w] DLfst FHFE 345 1 Y 2 BU A2 SRk 6% L e 1
(non-selective B-blockers) & TF 1K Ifil $ Bl ff J8i° »
Fir LD ~ IERERY 2 BT HPP 2 FE S B 22y -
HoH HPP £ X6, 95 ¢ J¢ 3 391 14 Jit 2 (Familial
periodic paralysis, FPP) ~ TPP J {8 2% 14 358 KA 14 i
J5i (sporadic periodic paralysis, SPP) » A= [&] 49 [A]
EVATIR S DR AT ZS - FPP2—
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805 B i LA HPP YR IAL® » AR S HIAE BRI EITE BL
TPPAL T ARZEEY » AL EE N HEERITPPIY
ITHAZEE -

B EREN
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fﬁ%ﬁ??ﬁ%«‘ﬂﬂﬁ% G EEN AN
T EHPP - FRAM ST A T i (R AL
(resting membrane potential) 5z &jj /£ & {5 (action
potential) P ZE AL - AN [FIEE T FE MM A S0 AN A
HUIREE ~ NEAGEERE » St e A Sy
G3AT SR R AL AR AR — - T BT EhRE
S AR A ~ ML AR RE S B E Pral
(R R RECREAT 1 o DUSHEE T B Bl - AT P S
THIREE AR M/ Y 3065 - MR ~ Sy
PHEEFIRBERS I - aA R PREE T A P
MRS - B3 IR R R S EE T BB A A e
ARG A LA R A b B A Ry B - A R R &
YBR[ AR - IR
JIERLTE SRR A | 758 R A8 F P J7AH AL AL HE S
Ht 7 e N — B RE A HYIRRE - B
B HE NG P S B 72 5 P S Y e TP BR AL
(equilibrium potential of K*, EK)2° » £ifi i (1% S
fitr ¥ (7 Ky -95 ZAR%F (MV) o 55—l B 7~ Ko Syt
T HHNAMAEE IR EER) 12 R E R
U JEE 0 5 S S T AR I RS Bl - E S B

T-HIRAR A ~ MR 2 SN SN EE T - BETRY
BR & J (gradient forces) j& AR f% - H %
T e Tk R M - T AR A A
JEE_E R R Y B 73858 (ion channels) A RERS & -
TE R ISR R8T M S S P fE 7 P (S s S i 7
fEn 0 A SRR 25 1 S T E A Y P RS 2
Gh o sERGHIREA ~ SMEERI A o BEETRYENRE
ST RS R I AR A i F EAYRE o — ki
FEAMM A BF 1 ALK —70mV - 5k 2 SR A
PRI R AR 5 LLARIBE /M AR 70mV - BB E
B IEIREE ALK -95mV -

B 'R (a2 BRI PSR

A 1R AL AR T AR R SRR T BT
SAWTETE - T P RS A B VE R AL B R M A AL
RSB FRR B0 E R - BifFEA SR
Z: ¥ AL 2 Ui (depolarizing current) JEf 5 A #H g Y
A I R A AR IR ST 5 | 30y — 3 ER B EE A Y
oA o B L S AR b Y Bl 1 i R A Y B R AT £
A B R-55mV I - — {E B 1F & A Bk AR
1 —55mV 5t <2 Fir 35 HY [ {8 (threshold) 5 JR% (4111
—) o NEEENE E A - BRI
Hif s 1 i AR S A P - = LA IR $E 2 E
LTI TOARAE (B =) - SRR
Py LI IE e (acetylcholine) - Z i g imis
& B H G S ER R 73 38 (ligand-gated Na*
channel) - 7T B 3858 fo &7 Na* i A LATAH I 2 -
“ Na®™ 37t AL P e f50 95 5 2 o 25 A b 3 21
{ELFRF$2 35 F T YRR §7438 38 (voltage-gated Na*
channel) » K & $MEfE - A 2% A A B {F R
£z » B 1E A7 o LA AE 5 (sarcolemma) 27 56 %%

*—  SHFEHRAEBIRINYREEFEE

MOMSMREE  HOMRPOIREE SN
(mM) (mM) (mV)
Na* 145 12 +67
K* 4 140 -95
ca? 1.2 10 +125
Mg?* 15 0.8 +8
cr 115 4 -90
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E LRI - FTBAALHA B B/ VE (T-tubules)
(BRI i3 (voltage-gated C,** channel) - {2
SEBET-HETIAEHE (sarcoplasmic reticulum) §77 Bh3tE
AGHHREES - AR o i $75 58 L P s (e
) o B AR ST E S N LA
Hf p% FEAGA L, (re-polarization) » 7 [ 5] PR gk 7
SEEBAAARIER - AR A S K -95 mV

R ik 7 ESE 28 I

(G5 1L ; hyperpolarization) - 35 & H1 2 1 &t
Br BT i R » DRI L S - i HH R AR S
5% % > % M Na'/K*-ATPase B i
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..... °
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Na*
o -
Ui\, % % (sartopEsmicreticulum) Ca2+
3, agonists
sk
B : SRINWENEETEE - SIABHEIES (BIESM) ZEEERINEE TR E S HNERMI5EE (Cav) -

BN BLIEER (acetylcholine ; ACh)$8RI » AChFARREC AR SF1ZAVINEE 838 (NaL) @ [RELZEZIRMEIFEZITHSE
[EERGEhE®IE (Nav) - ELEMEELAL - BMFSUMNEEMIS®E (Cav) - {Ei5Et e RRREENBRBEINEL
AUE - Rt @INRERE Y AAE R IPEES BB (inwardly rectifying potassium channel, Kir) » JEEEE 714 58
Bt ¥ 3838 (delayed rectifying K+ channels, KDR) o leak- [ZEtF#HiBE 2% * RyR-Ryanodine receptors o @ : 7l
WO - EEREBMHRZEREERIY Na™-K" ATPase A& o
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KR B RERERREE B M

S

BRI PERE (hyperPP)

2 ARSI PE P (hypoPP type 2)*
S TR I PE P (hypoPP type 1)*
FRTCEIHTE R (TPP)

ZERARLR] ZEABHE T
SCN4A S T5m5E (Navl.4)

CACNA1S $5HtE-EE (Cavl.l)
KCNJ18 T mE (Kir2.6)

* BRI MASEIA i (FPP)

EREEERNANES

FH BRI - B R L A B DA R A B
TEFE T8 B PEE T o NEERR A E B
B B RAfE 1 S R DRI A 2R sy - L ER
IR (R ) - EE e R B
R - Pty BT~ R Rl K
HARFEEERE(RZ) - BURE SR Emig
WIAEERNEZEN - Hiih R EZErRD
e ARSFENLAE - ARIBRERTES /572 20 (Nernst
equation) : EK= -61.54mV x log {[K*1i/[K 1oui}
(SH It 1 SF- 1l B8 {37 = —61.54mV x log{#ffl fifd A3 K*
IR IO KT IR Y 5 Bt B R 37°C) » &
A0 B Sh S EE - B2 RS N R+ A R IER AL
fiqb 2 > {55 15 AR A 1 & 53 ) B L (A [l — iy
7))+ ARG 25 A L Ay o s B 7 S 3
BIE N HEIEEAAAES » SRS -

FF26 SR RIS AT DL pir g AR SR - 5 1]
A2 BT RF PAMT R (o FH B K R (spot urine) Y PRI
S B L EBET 43 =% (urine K*/creatinine ratio) ff
R o3 PR LSRR PRI A » 5 AR LB 2 AT B e
S PR g R - LEBUEE KA 2 mmol/mmol
(50.17 mEg/mg) - fEISFERY &R e T 22
TEFR R B FE SR TR - PRiGHE S SEE T
e BE M BIEERGRH] - 559 - R E =
LB W D BRET R A TS AR - AN s
TEREE B EIIERIR A B B A R
S BB e R 2 o Hob RS SR M
(HPP) AR 12Uk B fE 11 K & 9 25 81+ (urine
K*/Cr <2 mmol/mmol) - {E I $ i e 7 7r A i
A~ SRS FTEL - 9 RV SRS S IR A SR
oy B IR e 5 (1 =) - ARASEZ BN

rR=: SEHFEBS TR (neuromuscular
system) gYZRIR

RIsh WIAEES] - Rl - PRI S 1855
sl HLAEES]

RIMES MFSUIAETE - BEEEE - Tk - B
RIS WUERIME T - RIS IS

RImER DUASEST ~ Wikt - BISIREIGE - RsUILamE
e UAEEST ~ i

BESRIGHE o WS A BRI SR I ERREE E F -
HPP £ 15 28 11 38 {8 i 52 5 35 320 14 i 122 (FPP)
B IR R TCHE AT BRI Y TPP A3 288 1 S SO 2 it o
(SPP) - FPP & —fil et g SR M S E LAY B B8 LA
TR TR B R LAY HPPEIA 22 » 3
o 7R JRR [ = 85 Bt 13 5B (voltage-gate calcium
channel; Cav1.1) By £ [K] (CACNALS) Eil gyt 1-3m
38 (Navl.4) £t [K] (SCN4A) ze % 4 B - FPP{E 4
PSR AENTRAGEE - FTLAREAE FPP LLERE 5
PE> 2401 (3:D) » H BRI B ISZ AR -
TG HE Rl R R sy 2 B 22 AR AP LA R - IfiL
17 S - 0 B L (RS AECR 2.5 mmol/L) - 3%
I Rl Al RE 2 R et B T R BRI AR AL S8k
SEBMAEEE S o (10 24/ IR ARNSE - T
TPP 12 BH M A B 5 B L HPP 4 Ji [K] 2152829 5 4y
FEASHYEEE -

TPP Ry B

TPP iz 57 19 975 1] i 2 I 552 5 1 1902 4 3
2% o TPPH FURETIA - 9 2% IR IR BERE U3
(9 R AL TPP - T AE SR B IR IR B HE U TR
A TPP 28 4= 344 15 0.1-0.2%'4 151730 » Fiffe |-
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Mk 49 49 A
urine K*/Cr < 2 mmol/mmol (or 0.17 mEg/mg)
F A
[ EHERE ] [ w4 ]
|
e HPP o BEF o A = MR GE
e 4 (Barium)® # o BT E ik o WPFHE Y 4
° B,iE* A& s ¥ o MiFiE}
e % 4 (theophylline) ® T H A o BRI M
o hrt ¥4 M4 e k<L ,1%9,7{%’
° if
B= - EMIPHHERIPRKOIERIZE o
R0Y : 5267 TPP BU#R3R
ks IR Eill H/7120-40 5% / S5 1%
EH HEHPP SRS 5 G RIS RE THE S IR s
AT mEiRAMEEYIER ~ BIZLER
HE A FRORIRERE TUERIREAR ~ = IKciEIRE (SBP) ~ rRilliklEs 7 (SBP-DBP)
NG = FHME OGN  B—HREEEE - Z20=ER
RERHE I #A A HFEER S (urine K*/Cr <2 mmol/mmol) Bil 14 B {E -

{EIM B & HRER S5 / R (spot urine calcium to phosphate ratio) >1.7 mg/mg*

*Lin SH, et al. Crit Care Med. 2006;34(12):2984-9.

2= B AT gE B A A F M ERPLE (human leukocyte
antigen, HLA) 1] subtype | » {HE&E{REH -
e ARER R FAR IR B REJCHEE DL & ME ¥ % - {H
TPPEHAE B A AZLE T - BHEAE
4 3R by 2 M I 22-T6 753192 o fih PR 2% B Ry HH IR
BROTRETCAE ~ (R IMBIE K283 1 NI
I 7 (TG DA B2 30T Vi 22 30 3 5 00 67 UL PAY e g f
H) o TPPIEERYHARBRIIRECHE R B 1% A I A
FEART® > WS IREEE - AR SRR IR
TERNEEET - RBIRMAVMET - % IETPP
R85 G I 89 2 A S Y S BfE TR R fy 63132
mmol® » 51825 i AN i P SHTEIE -0 76 IS T 3 o
52 B = I $EE (rebound hyperkalemia) » 38 %
Adnfaby o TPPIEA —MEFr BE — 68 IR

Z BB RS FEL [ 7 (B-blockers) A By i 4 1K
I B R YEE » th mT DAk A S R A v LB 11 388
£ o FTLIREST IS TPP - MR AL EREA

FOTIFE EEN - RILEZH TPPIURKER Y -

TPP gy#iEE

S - T DS S AN [ 1 e T 5 SE E AT
A~ SMNERS (40l —) o M EREEFIIEE - B
FEANE A ~ SN PO BHRESE M o R REIKI R
Jik Na™-K* ATPase j& M3 0 - 15 KT #EF% A
B P (influx) B 0 - @ BRI SR 5 SS90 —F
T} 405 KRS A A (efflux) (9 38 F2 52 R -
o AT BB i B AR M # - Na™-K™ ATPase Jif 4 14 i1
W RB Ry e TPP Y EE AR - ST TPP - E 1Y
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B % LA A 79 Na™—K* ATPase i 4 /2 BH 85 1
JINER 3 > Na™—K™* ATPase B 77 1% 11 A G SR 6 155
Bt ER BN B RARIMEE - $R%EENa'-K"
ATPase 1% M Ay FTRERSE RO RS 1+ (1) HOIRMR
F 5 Q)RR Q)= REREE S (4)
I 30 3% (androgen) Y 2 288 - H R R 32 35 Na™-K*
ATPase s ZAUHE + (1) 7] DUE RIS HIRRAZ ATy
FH IR iR 32 52 JFE G 4+ (thyroid hormone responsive
element, TRE) | - % inNa*™~K" ATPase %t [X] (1Y
[k - B IMNa'-K* ATPase B JHi Y& » (2) FF
ARRRER T DU AR Y Na™-K™ ATPase &
TR % - (3) BR RS v] E e i
Na'-K* ATPase B35 1 %07 » (4) HHR IR IR
A] R AT P CAMP R EE A - Bl 2RI
JEK iR AE F 1 (B2-adrenergic agonists) ¥ Na*™—K*
ATPase HYRIIEL = S HMBREFR AT REH i E 2211y
At TPPRYFE R A F it s T ER K&K
L&Y - WFFEE5EL OGTT (oral glucose tolerance
test) Iif » TPPEEF LLALIETPP RS » w22
R S P 7 267 7 e T A W e P R B SR IR

g 55 32 W] LA i Na™—K™ ATPase B JiAYIE 14 -

7] DU 7 Na™—K™ ATPase & i 3% B 77 #fl it [

© T RA

R

DRI

e eiped

l+

b o ZRUAR KA P W DUE H21 Na ™ -K*
ATPase i& 14 - e fid dE R Sl i B 3%
T2 38 TPP » A2 kit AL ol 35 th 2 TPP Y HE 22
PR 1 38 A (1) BUZIGEEN By TPPEE R+«
— » (2) B ] £ 2 5 [ %% BEL B 750 W DAY % TPP
BRI o Itk > KB TPPAFZEM Bk - K
IR R 2T TPPIYEUR I - fEIEME K
BRI TF 50 2 B0 T J 3R ] DL 32 308 T 32 52 e I
Na*—K* ATPase H{ % + 18 i 7E B ¥ B B e
1 SR F o= 5 1 3% (estrogen and progesterone) [FR1E
Na*~K* ATPas [fi 4 041 o

W REE R F@E

SRIAGFE P A Y HIR R B RE U B Ay
AR - FE AT 4 Na'™-K* ATPase
TEALE PR R R R B[R] - ST
h [A] 5 375 St S e - S S E BB AT - P DA
T R B AR ISR - ST B FR AT At Y @ 8 -
T A [ B 37 e - 3 3 (inward rectifying K*
channels, Kir) F1%E 2 %2 it 4 $1 i 7- 35 38 (delayed
rectifying K* channels, KDR) » 52 & 522
TPP £ 25 S -4 Kir 3818 A% 2 A S Mo Bl

[ Na*—K* ATPase

WAL e
(paradoxical
depolarization)

Kir efflux N

n;P;a;]‘x\—% Kll‘ilﬁ?ﬁ%‘
. u,t\,gj —%
F AR g E

B0 : TPPEYTHEE - Na™—K" ATPase &1L iSIPRE S EBEMIRA (influx) - KirBBRREENERSR/ ZRITHEH
ENREREIIRESTEE - B PR 0REEHBR (efflux) - MBEBRBEMREMT - REMEMAEDICRE
WEE—SIHIKir@E - FEeflux (RIEEIR) » RIBEMPIEIEEBIL o
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B ENHNHIN 2 o BT IS SR 5 SRR i A B
AT AR Kir SESE SR TSN 2 - Rl
A TPP 35 B 3830 Kir il JE B K2 £ D RERY
Zesghdt o RS S T Kir iE R B S o -
415 Na™—K™* ATPase JiF 1k 32 i S it - 18 7% 6 4
HEL PR B[R] R o SHfE - R A ek (e
PY) - kAT HES: FBL E AR+ -

P e B O e T (Kin) YREEFE R % -
FEKIrl X 2 Kir7. X $£43 F 78 Kirs@E sl - &
HREAM E AR AT Kirl.1 (gene: KCNJL) il L X
fiE 12 ¥ (Bartter’s syndrome type )5 B @ 1 22
T % 0 T A % [ 28 1 Ji 7 (Andersen syndrome)
B Kir 2.1 (gene:KCNJ2) FL Kz 5 R @ B Te
Gufr B8 BE R R A Y o Py 1A B I S T
2.6 (Kir2.6) & —{E £ T 5 UL _EAYSREE 738
H A Kir2.6 /Y £ [ KCNJ18 » 7 KCNJ18
K| B Bl 7 I (promoter region) 75 7Y [ EEL R i
RN » K] FH IR R 32 W DA i Kir2.6 3 i
R EE Y o HIR IR BEAE FUE S I Na™—K " ATPase
AL - B INEREE - ER I - (B[R] IR
JiR 32 B N Kir2.6 38 T8 Y R BT - BT A Kird@
TEERS AN - RSP - R
Z WA RN IR RE L RS W A & S8 4= TPP -
i 3T Ryan 58 A 8% 8 KCNJ18 B [K] 2% £ D RE HY 28
SMATREEL TPPHR - $F¥PE 7 ARIISE - 33%
(10/30) () TPP £& 2% 45 KCNJ18 1y 3L [K] 2 584
MAEE#E - R =M, TPPEE S
KCNJ18 £t [K] Z€ #8119 [t 1] I /5 1.6% (2/120) -
SE S IR 1Y 1.2% (1/83) MBI - 33
Al o5 SR P K B FE TPP AR R P 7 AR Ry K22
5o 5540 kaBe b odi 1204 & 8 TPP IR 5 1Y
CACNAILS ($5 #ft v 38 58 ; Cavl.lfy £ [K) ~
SCN4A (4§t 7-5miE 5 Navl.4 LK) Bz KCNJ2
(Kir 2.1(9E[K]) - BB BRa a2 -

IR AL

R S0 S R R RERY AR BRAR T
Rhfea o R A et - (e TR
A 25 5 — e PR ST 7 A7 o P SR AR 1 e i 1 288
Ftft o B G RE fy i B 5 L (paradoxical
depolarization)*2#"8 o 11 & 71 » 1£ — & IE I

PR %7

PR 3N AR )]

I 2 S TR R - AR AR AL - 38
[ FERF & REMT R 5 i NAO THIMI - {EL7E Bt 7
FE R LSMM A A I - R 7 28 2R K b
FE-T0mV AT » E SRR B il - 1
HPP 35 & | - Kir il 58 B #1719l Z T
1K - BARVTEE TR BRI, - A
FIERE M 88 % - [R] G ISP (7 B — s T Dl s R bl
b - HPP AL EE TR E N2 2.5 M2
IRERE ey 2 A B oA *° - SE M R b
GRS -

JFACH R P A L Y SR R A 58 22T 48
IR Kir 2.6 58 18 8 TPP A5 B HT 3 30 » S0 1
EH AL IR IKA 1 RTEIRR - S T4
DOENRENAYE S A - BT A
) BRI ST AE IR ~ M B B Rl SR
L o A A e S R R P T B L
TEE o AEE RO R EE TR E o A0 AT

-60 4
I'IPP

=70 -

-80 <

IR mV

-100 4

-110

fmie th g Ok B mM

Bf - BRI T RERBEEUNRREREE Y
—RIBRARIE - MIFIREBH40 MM REE2.0
mM - [REIEB-95mV ZGBBILE-105mV -
1B 18 [ 15 [N 3% 055 Kir 58 & ¥ 87 B 5 60 &% 3B 11 1B
B SESEZRHPHTBEMRENREUE
BARE REBUEBILE-TONVELGEHNF
3@ - HPPIRIERERRSREEKINEEY
SPRE = 00@ B 1 AR B P 1E BHR L i 22 (HPP)
BRI - BBIRKIrE i B 5 60 @ B MR IK -
IREME—RIBRA/ARMIL - LIMIFREAL0
MMBH - —RISREREM H-95MVES -
BHPPEIEREUA-9OMVES - RAEMIL -
HPPEIFBEFRE NEE25 MMAEGIRNEH
SRR o EK —PREFPEEAL - T
FIREKIR—MRIBRIGOREMHIRIEFERE
ST HIREUEVREEAE -
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e i RS TR B RS ¢ Kir s
HE 7 9 (liir) » Kpr 38 38 T 811 1 370 (Ieor) B2 /N
AT I A T O A B (liea) > 8
B R L IR 2K -95mV - ZNIE AR

B HPPIYTEDL » L Bk AR (IR 1B U SR A gk
R L Tl 3 A IR e ) - AS AR Bl T
BEha Mg - R A -60mV 25 HUSHriY
S+ S ECHER M AL 0 - b Y
T KirsgsE - Kir s i S8 e 7 52 2 A 1 2
DRI 2 IKI5E ¢ (1) I AL b (2) il b S35
& - KirilsE A s 1 b dllE Tk & ins
ENRE A R Ly - HOME Py IR AR SeRE T

SN EKInEE FRYEBASAE - HIH T
7 Kir B E A M s > - SE R
2 A taip s TR AMM 0 — R

Ng i 1
< 1 / “‘.\ H*, Mg?
2 / wi.
& j' )
® 0 :
110 | 90 _._‘___go ______ =
- | =
1+ i
!
|
2+
oo CrmssripTRA25mM

— M

TR pAlem?

BRI A B L PR Ry - E IR ufﬂ‘
s s v ~ Sl KirdE - 5 bksE

7 IE B YT e KirsmaE - SRRt TA EI%L
i Kir Sl - SRR SRR ] IR R A b
IR 1] &/ S - U (i) DA B IR ERD o 8 AR L
IRF o SRR S SUBHE T ey ] K 3 S R
HY3EE » S3AME M & fe g (down-regulation)
R F S TSmO 0% SR RIS
g 55 G LT SR K 38 3 S P 1 S T T AR, -
A1 7S B 7~ 18 A i 4 S e 1 R B 2.5mMEF -
K ST A SR -1 /M B e RIS 10 (total
current) 52 [ MR » E Kird B A K Ry 2
AR 2R | A RIS IR R 15

i SEIRD - RIS - & 4NE /S Frs s ) |~
o BmmesterETRAAMM 0 — IR
E
o~
ERE
£
N
# 9
-1+
2+
2
L
3 !
12 i
e et e iy
= 0 .l/f . i A —
10 [ oS0 ""vwagpe’_ - =0~
oo =
i
a1t .
|
-
2k

wie BV
HPP

Kir

KDR

Leak

D IPRESIERRA MO BEREENORERTEE " o BT R (Wem?) EEREI
BE) - BERONEE o (A) BRH EMg™ MR8 - BEUEBILE (- —)8
4 (B) RMGVIPRES B E) (=) - EIREBAI-9SMVEABLRT - LIFPRET TR
BA -~ S\ EESRETE (K BFEEL ; EK) - (CO)iiRIMNIBET RERES
2.5mM B I NBE - #BADBVEFREF B ENEDIRE MRS - (D)HPPEIIER - I BIE (R
RIRSRARXRMPERMERNZRARERAR) @ EERNOVFRETRE () EQ@T
"% - FEIRENL-60mV GRS MOV FE (IR FBERE) °
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Recent Advances in the Pathogenesis and
Potassium Channel Mutations
In Thyrotoxic Periodic Paralysis

Chih-Chiang Wang, He-Cheng Lin, I-Hung Chen, Ming-Kai Tsai, and Jeng-Chuan Shiang

Division of Nephrology, Kaohsiung Armed Forces General Hospital

Thyrotoxic periodic paralysis (TPP), a hyperthyroidism-related hypokalemia and muscle-weakening condition
resulting from a sudden shift of potassium into cells, was prevalent in young East Asian males. Failure to recognize
TPP may lead to improper management and life-threatening rebound hyperkalemia. However, signs and symptoms of
hyperthyroidism may not be obvious. The pathogenesis of thyrotoxic periodic paralysis has long been thought related
to increased Na*— K* ATPase activity stimulated by thyroid hormone, hyperadrenergic activity and hyperinsulinemia.
Recently, KCNJ18 gene mutations which alter the function of an inwardly rectifying potassium channel named Kir2.6
have been detected in up to 33 % of cases. All disease Kir2.6 mutants exert dominant negative mutations on wild
type Kir2.6 which play an important role in regulating resting membrane potentials of skeletal muscle. These results
provide important insights into the mechanism of pathogenesis of TPP. However, only 1.6% (2/120) patient of TPP in
Taiwan was found with Kir2.6 mutation. Insulin and catecholamines not only stimulate Na*/K*-ATPase activity but can
also inhibit Kir channels. Decreased outward K* current from hypofunction of Kir2.6 predisposes the sarcolemma to
hypokalemia-induced paradoxical depolarization during attacks, which in turn leads to Na* channel inactivation and
inexcitability of muscles. The underlying mechanisms of TPP remain, however, incompletely understood awaiting
further studies. (J Intern Med Taiwan 2013; 24: 388-398)





