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L. 7 v RV D53
BRI 1T, B 721 42 T FABEE L AR OBRMIED A>T 5,
SRBOA AT v RADBIERHIT, A b= — R L o TR E 2T BRI

K&, HF v 2R ERREND,

T v 2T, IS4 == FHERO SO & RN TR OE LR L 12 KBITE 523,

MEDREL, (ZoZx 0 EXBILAVWVE S LSRN, £, A A F ¥ RIVBLEFH
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WL Z T CRIET D0 (ZkME) &03H 5,
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1. &8 DGR AR

T v R RS % IR

LD IR

MR O E 2 £ 1 12”7,

Vie D \ vl 1
1 T ¥ RVIEOEGRIRAFHE
AV AERES
e oo TINS5 ) o st
\Na 774 /S VO R HyperPP | PUILEHF# HypoPP
Thomsen Becker b=—) FMC
PAM
o - I CACNAIS
FR#ET CLCNI SCN4A SONLA
s 3 AD AR AD AD
FEAE F~10 5% 20 5% 0~10 &% F~10 5% #H~10 4% 5~20 &%
. HiE Aol + i HhH i 0
E 1 ;5. . X
AR et B i ~Eam | Bl E0R | owm—
- : o e | DEE~REEC , "
i‘él’ff—j A B'’E e B~ S R~ EEE XE X% TR HE ~ Hh g L
T [ om Y B0 Y HU~ =+ L
HlERIIA b= ot HEE, e e ), B kg, MmEshiE o
D Zi B LR EE), B LER | f AL
THp=—[<UMZL o & . ik a
iz LT 3’ A (warm-up B.5) o (paramyotonia) )
z i el Eox 0 L = i
[TER T | b EE~ g + + 721

1.6 KMEI A4 Fh=— (MC: Myotonia congenita)

BEHOEEMIZAOND I A F=—LMBEREFEE T 5, & 7TREMK EICHD CLCNI
BRFIZT— RINTWLEEGHN Y 274 RF v/ (CIC-1) DOHREEEIC X 28BN
FRTH D, BESN TV HBIETFEROLEIIX, CIC-1 &FIZILN>TWnD, CIC-1 13,

ZOOR—DSF (BT 2=y 8 HOEEINLIXA~v—T, HH 7=y NI, Im |
RT EWHIND A A MriE @V%%ﬁ B L TV 5, FEIE, CIC-1 OHHEIL T - Bl E
DIEF (loss of function) | B REME M A2 Thomsen 5, 7 A RS MBS
% Becker Ji & FE5, Becker ﬁﬁ@ﬁﬂi Thomsen i £ 0 & HEE & 72 A B 5, Y@
HFEEBEREANTHRIET 2B L LT, EFF ¥ RV OMRERICHET S EMREME
(dominant negatlve)’ﬁﬁs X5 EINTND, BT LM LV IERN R, DD RFHIIRIAE
L. TR OB SR HIC S (LIRS Z & R E TR LD, EHERKICEHIC T HE RS
& LRBE O FEEN I, I0% & BRI OMICIBEN A 55 Lid lag, BBENAICEZ BRI
72\ Frozen myotonia 23 . 5415, [FHERIE, 10 40 LL EOIREZICHEEMR 2~ T, AR
BRI 20 K LI S5 Z LI X k45 (warm-up 315),

2. U AEEMYEI A b=— (PAM: Potassium aggravated



myotonia) F7=iX. Na Fv¥ /LI A4 b=— (SCM: Sodium

channel myotonia)

EECN ) 7 L5 GHRA"AWOBEE OO ZOIE Y 2R E 325, FELIZ 20, 56 17
AN NI i %%>SGN44Lﬁf% a— RENTW D EEHEEMEFET N 7 AF v 3

/b (Navl.4) OREREFRFIC Rt REHEREEETHD, —ETERIL, X714
F=—H R H RO 720y Navl.4 5':% XD IA M=—dEERE) THDH, LRI Y U LE
&M X 4 h =— (Potassium aggravated myotonia; PAM) . myotonia fluctuans, myotonia

permanens, 7 XY T I NUGEI A b =—7p Bk RO OIRIET HIEBRETH -
7o £, PAM &9 FEOL ITHERHIIR S ZF AN BTV, 1) U AEBIRTHT L
bIEFE SRV D 2T, AV U LARMRRE TS~ TRV Enb, ZoATREND
ZENDRL o TnD, BIETIE Na F¥ v IA h=— (SCM- Sodium channel
myotonia) & T DHFNL,

3. KM NT I 4 s =— (PMC: Paramyotonia congenita)
1-3

FERIZEIVFERINDIHOZDITY ZFHE T2, VR TORELZE -T2 L0352, IR
DR BNL D, BTN D Ly 5 B by, sk < BHPAIR A4k 0 k4 &
BAIR CX 72 R ER R ERHLND, ZTOLIICKEEE CIHESTLIAF h=—% /3T
IA h=—L1 ), SCM LA UL, SCN4A #5 1 DERIZ X 2 5 Yo R E VB R
TH D, I, B TS %2R~ Lz SCMEFIRe PMC JEF OGN E R ST\ d

4

o

4. &7 U v S JE M DY R RS, (HyperPP:  Hyperkalemic

periodic paralysis) "*%

SCN4A BA5 DRI L 5 H YA EREMEERIERE Th 5, Ak SCM, PMC & 135
K=+ %R U< 9% allelicdisorders T ¥, FiZ PMC & IFEFIRAIC S A ——F » 7
T 5, FRHLE KRR - FHR72 Sz ﬂ“%iﬁé’ﬁ?‘é DD D DFRLANTIRN, /X
T4 b= ITEFERO R, FEIE ISR, @ 10 52 P B AT, FHUELIER R
T T 5, FRAEITEE A T, EEETIIED U v A (K) MIEZFRD 5, FRER
MIxOmE s L7 FrdF—8 (CK) X EFLTWnDZEREN, BT ULELIE



LY OB, EEG OZE, RINOMIRIL, FIEOFBIK - HER 1 Ch 5, AR RELE
X, HIRANCAET 16 005 1 RFNZ EFol L7 BIEART 5, ZOMEBIEOH I b @ K
MIEZFER TERNZ LB LITLIEH D, BEFEIEOIZNBIEEITIED I 3 F—D8
PR E<BDOEND,

5.8V 7 AP E B DU B KL (HypoPP: Hypokalemic

periodic paralysis) "#>%

K K MLSE & 1 0 FEME RS E A R & 3%, HyperPP & 1%, A - HEEIC ISV C R e
Do KD FRIIEIZ LUE, AREBEREDIL LB D 80%< BT, BB KA
TN LF ¥ (Cavl.l) & 2— RT5 CACNALIS EBin1. F£721% SCN4A &5+ D
BERIZEVAEL, 2D ZOOBEBEFICEREZRD R WIREEARE S 20%I1F EfFETH &
Wbid (B OB OHEZSMR), LinL, AFTIE, SCN4A B+ ARICED
DL FRAHDO S ODOEIED, BKIZHARTEVMER S W E S iz, JJRIRARHO SO0
HZIX, FEEOIZ > & D LW IR E #9E DU fRE (Sporadic periodic paralysis :
SPP) WFfE L., HRRESME—EELHNFEE SN TN D,

W EAREMERRIERB Th 523, ZHEOERITITE < | FA—FRZNOBEBE THIERIZ
NN B O | BASTE & KDDL TR WIS 20, FEEREO M3E K fEIZ#E R 3.0mEqg/1 LA
T AR AT, WIEFEVES HyperPP X 0 B BRI AD Z L%, BIEREIT—/E
WZEENHIZFERETCIEIETHY . PREBERIEREIIN D, FIERHERE I,
HyperPP (ZHARTELS, BN OEABRETHLI N, BT L2 b5, TKIZ
PR FERAIIR ST, W REE S B LI v, Bl - /I 2 v < Al
H OB LES) » &R EOREEIUINZ . FHIA L AR ELFER LD,

E & A ST RIED 2% s LRIER R INCIZIEIR TH D, BIRDK 25%ITHEIRETT
PED NI IME T 2R3 I A ANTF—RINFET D, BRI 2GR O I Wl I A /3 F—
MLFET DM, i Th b,

HERY & U TR AR O ME K AN OO J& I DU R 23 s S 4L, 1B U 0 AP
A DU SRR & MR IR D GERISFR).,

6. Andersen—Tawi 1 JE{EEE (ATS: Andersen—Tawil syndrome)

1,2,5,6,

JE AP DU R, ANEENR - DR SRE . e RNETIE O 3 AR & T D WY AR EIE RS
MRETH D, 3ENBZHDRVGIL L, FIEL 10 FATE T, DR F 72 3R REET



FIET DD, DEMRZ CLEMEAREIROZIE DD, FERINDHZ & HZV, Andersen-
Tawil FEEREDEERENITZE T, A58 NI REEARSC DR X 2 5 0 FC I R S R 1 L 7
Ho L WEFREREILH 5 b ODOAREIRIZRNE O L NRIET D Z EMRH Y | B2
SRR AAE DFEIE ORER CIIFIRIE 2 2 R WATREMER H W B E2E T 5, BB IEIL
KRKMHENZ VA, ERE -8 KEEZRTZELH D, Bk HOWETIE, IERE LT
IXRMICERZE L, B LEEARENRE OREN RSN TS 8, QT MEEIEMRE 7
BLQTT & BRI DD, To LA U HEFFHEAY T, QTe IEE DBEIL T > L TR 22 6,
FAEMRE (g K EER) 285, HEORWVLER EOFHERE LT, LEMERER
Rt U KA RIT s, #BE LT, IRMEMEE, BMEAL, tRIAV & TR,
FRE. B 5 EEHIER NG STV A, IBHERCREREE O G IHIFR DA,

N\ EFE M K F v 10 2.1 (Kir2.1) % 2— F9 5 KCNJ2 BT8R % 1) 218 DIE
BNZFRD D, G & 237 LRI & B 5iPE K F v 1L 3.4 (Kird.4) 2 22— K3 2% KCNJ5
BRTOERIZEDBIDHE SILTND 9,

7. BRI P AR A U o7 AP ) M DU f e

R AR RE TUHEE B 1L = 2 MBI D U w7 A J I DU i e ©, R B AR AR
71V U LPESEAPE U BORRE &FIER U Ch D, HE I LRRERT 2 JE M DU BRI 0D 72 5
THRHZ,

FHATIIFCTT U7 N BIBHRRPEE SN TWS, @E BIHEICB Z 0 | 2 Tidf
Thb, NREEREK T ¥ 3 (Kir2.6) & 2— K92 KCNJ18#E s DO BNFEE S
NTED [FREOR) 30% % HH DI ET | AMOBEFITHIED & ZARD LR,
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III. ZWoRA > b

RN SIS & b DR S T4, AR EIC oW TR T D, FRICHRR RS
AP L BISFITIZ. BT v R OBEICEEREA TH S,

1. ZWrica B2 l2

(4 F=—%Red k]

TER W) TEREEIC W) TRLSEET 5] I EF)
[BRBE 2 e 9~ 2 JiEdk ]

IHBABZRN) THREZHEE B

2. BWHCHARN Y KA RTOTH

[IREg I A h=—] 1
s XWHZSTeo72 ) BT 2] Z&2MViIRLT, 4 h=—2 (k¥
5 (RNTZIAb==) o IA == UET D (warm-up) NEBIET D, O 1
EHZ M)

(74 2y 7T 2]
RigICT A ARy 7 %2HTTC, B4 b=— (2N CTIRETRHN W) BFERE S
NHMNEIMERET S (EHTEL),

[{EEI A4 h=—] 1
o iXWWgE-720 B35 220K L T, 34 h=—0ET25 (X
FIA h=—) M, IA b=—NUFET S (warm-up) NEBETH, CCHk 1 BES
)

(AFT A b =—]
RHEERZe E 2 TEEZRCHT L, RHED M LS RO VW2 L 2B 2,

\\\)ﬁ

& 3CHR
A 955 fi. Becker J55 (2 RFEAY 70 BB B AR O —iEPEL /) 4 & L7z Na 7 ¥ R®L
A b =—. BRARRR 2017 57 : 287—292.
(https://www.jstage.jst.go.jp/article/clinicalneurol/57/6/57 cn-000980/ article/-
char/ja/)Bh i { X

—
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3. ZWNZHHH L RE
[ B R i/ B AT )

T v RIEOBIRICBIT HEBR/EREDO B, 1) T v RVHEOEKRZE 2) A
LRDHF v RIVET ijafri%@@iﬁ@?ﬁﬂif‘%é FIZCHWONDBREIIEAREX & | fhifk
[REMRAED—FTh 5 Exercise test Th D, SHAEMITIIA M =—DOfFEL T 2 &8
MmATE L CEHETH D, Exercise test IF, BRI LANIFBIEIR 2 HH T2 HITIT
1. prolonged exercise test (LET, long exercise test & &\ 9) & short exercise test (SET)
Ndb, SHIZSET CiX, @FOKBIRICIMZ T, GEITFTTHITHI>IZ LT, LVFELLIH
RRAFRIZONWTHDLZ ENTED L,

Bk, BREOEEMEIIME L ORI L0 R D, FIZIX BREIF h=—TbiiTEt
i B S0 AR IR BR 23 . 8 HAME DU 2 BRE Tl Prolonged exercise test NEE TH 5,
RIESR &, A2 A 2 B ENE O, B A Fr/NR B2 & TIN5 2 L
HETH D, ULTFITHREDFERIZOWTIHE~D,

A. BHHEX

1A h=—}#%"E (Myotonic discharge) DML HET S, I4 h=—}EIX, A nr
—MEI A F=—JEEREB LA U U AR U R TRl S D — T, IR

U 07 I A DU T RRE TS B U720,

i R

— &I AR LT < ZE LTR[0TV 2285, Fil2X, EBi 817 (biceps
brachii) ., FfE#H (tibialis anterior) 72 &, ZDF THOIED I A F=—HEPBIE X
L, %ﬂ“@ﬁﬁ%%.*ﬁﬁ%%zfib\ RAOREATH CRMED LIE+a7IAd b=
—REPBIRE T E R o T25E . ORI 2185, Bmifh 2 L FIc T 505, HENS
&EZ LT\ DfihaRsZ L 75%@“%‘216

fEtdifly : —Afh (deltoideus) . Z— 5 [H#% (interossei dorsalis) . #f5fH#} (extensor
digitorum) . {&f5EA (flexor digitorum superficialis) . #MAlAA) (vastus lateralis) 72
.

il. A b =—J4FE D Variation
AP =EREHICEENDREOTTY, BIREINDIA h=—EIZHTH D,
Bl 1L, ERMEIF b=—1F, BKRERDIZEA EHERTE2WE O RIERITH, #HAhE
.“C I h=—EERBODL NS D, Flo, BRMEI A b=—I1LI 4 h=—EDOH
DI S C L R O WT I T HIER TE D Z ENZ WA, @A Y o APERE MY

11



BRI DL AT BE O 28R L THMER TE RV, Fift BN I A F=—JE L
>ﬁ%?%&“%é%%é 72 & ZINS T FHGED 72N I A F=— B TH - ThH, BX
ABRETR & LTI LETMERICOWTRIRT 2 Z EBNEE LU, 21T, FrCiE
L RED ET—BE7 55, £/, Na Fr xVBFEEE Cl Fv RVEFIED I A
F = — B DENTOWT, FAJERBOEN IR T 5 HE 20, HI% & LT NaFv
FVEEIEDIE D DA/ I A F=— B TRV I ENZVEVWIERLH L, B
TED & Z AERIT D HIEITMESL S LTV,

B. #fnEd (NCS)

Post-Exercise Myotonic Potentials (PEMPs) & FE(X U 2 FH A 72 & TG EN BN (CMAP:
Compound Muscle Action Potential) #5885 Z 03 52, HEITE 2 (K2), i#E
BT e <, BEBE OO THA T, £, HOIRLIETLZ LT, %5
IZEETE SN D/ S 72 CMAP 132 T\ < 3,

2 Post-Exercise Myotonic Potentials (PEMPs)

5mV|

5ms

(i 3 & v B11)

C. Exercise test!. 38
FRIEE IR O HL 2 BR AR I 2 5, 1. Prolonged exercise test (LET). 2. Short
exercise test (SET). 3. SET ™ Muscle cooling test 23& %,

<HARH) 2 FH >

IR FH T 832-33CLL Eicay br— A d 2 0ERH D, RFEAMERTIUZRD, &
RS —EIL o7& ZATHREBEZWMT 5, AR THIVUIY — I A X CRFES —E
ThdIeaE=F Y T LRBBITVIZN,

ks o /NMESMEERS (ADM: Abductor digiti minimi) Z MW\ 5, HADE S OZEMR,
W DIRIEIC R EZ 5.2 5 5720, FIRROENE LWL I IZEEEZL S, ~7 aff
EONY RREFHROEEEZTHI b LRV 5508, HFEREFTLZENEEL
VY,

I . FECORBHEAZIT 5, FEORE IR, &K ERMO 1.5 f5~3 {5 ofiliH 4 H
WD ZEMEE LW, FIZLET 1%, REROBRAT, o PTOVELATE RN
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DB K LA Lo+l E T D Z ENEETH D, £, HEFHC X o T,
HO XA IV TR ERH LMD TR I TALTIT)I Z L L ARETHY . REMITO
—Bh &7,

AT NEOIMRED KA EE 21T 0, MRAZIAD DR, EBAMOFHE (LET @
BAE, 17 MR +3 IMARRZ K83 %5, SET Tl 10 Boks LIkEe) 12>\ THREIC
T LT &, AL—ATh %,

Prolonged exercise test & 72 (% Long exercise test (LET)

NEFEZ., LI LTOBMENIEZ o T 52 &) #EBEXAEHRHIEHET 5,
(BRETH)

OHEHL 725 CMAP Zitdkd 5, 1027 LK 5 sk, L8 L CE T2
CMAP5 DDt % Hrg L 32,

QiEEh A ; ADM IZHBIZ N2, 17 BoMiE, 3 VAR Z 5 00 K3, Z ORf, #HH)
AROMS 1432 LIl Z2 %2 T CMAP Zitdk L TH < & kv,

OUNEBAE : AR T (043) 75 5 F T 1 omIc, £0%kiE 40 4 (HL<IX 60
53) F T 1~5 53l CMAP OFHIA1T S, EEARZ L1E, MALE L CREAE T
NWTHIEMN AR 32725 2 L0, FORY v a URELT D Z &7 EOHMH 2 ERIZ
X0 CMAP BN L7 WK S92 T52 L THd, AR, KEERBS—ETHDH L
LEETHD, FHl L7z CMAP 132 CRidrirET 5,

(FHME)

LET O¥EX, BiEEiFRkE s ET 228, EFAOT —XIZANFEERSH D Z &7
WhEIhTn5,

HAANDIEFEIL, Arimura 53HE LT, HRANEF 2> hr—/L 204 (13 5%
~T7 % : ¥ 36 %) TiX. 40 5% D CMAP RIEITHEAED 97.3 + 5.2% TH5H 6, ZD
ZEmnn, FEUE CMAP HRIED 20% DK T2 LET Btk & HET 2 Z A E SR TWD
68, —J. WA OHE TIE, FERDORVIEFE AICB W T, K CMAP #RiRD 11.6~
21.6% DK FAFEH TR Y | BtEoHERAE L L Ci3EHE CMAP EIED 30%LL Eoj
7%, b L<IT LET #56 TRO - K CMAP #EIED 40%LA LK T &4 % Z & 234298
SNTND 5,

Fio, EETIE, BEOAHEE Lz R B T HREER & RIEMKXITIE LET Ol
MERRE2 D Z L7 8, ZOIEFEOHEICIL, WEEERN LV, BURTIX, 40%LL Lo
RTFIEBEE E DX TRWEB X BILDD, 20% R ~40% (i 72 70V VR FH O I 0 35
AT, BHRIER & ADE TRT 5 & Th D,

13



ii. Short exercise test (SET)
NEBNEZICHBE N Z > T B 2 & | 2BR/EPCEHET 5,
(B T4)
QML 7225 CMAP %5idk T %, 30 I LICKIK 5 mIRték L, ZE L CEHTE -
CMAP5 > D% HE L+ 5,
@10 B oiEEE T ; ADMIZIRBLZ N A, 10 BEIMEE 5,
Q@WIERRLE : AR THEE (Time 0) 205 8 # 2 & 12 50 f[E CMAP O %47 9
v MZ2E 7o CMAP itk sihd), Zhxzlty heLT3EY b %@%T?O
(%&b 14x3), #Hll L7z CMAP 134 CiigkirF7 5,

1ii. R EI T TD Short exercise test
(MBI Z > T 5 2 &) ZEBAEHEENICHHET 5,

O O FA2HRL L, KEIE 15-20°C £ TR S, KKZITSTZKIZOT S, E2iE
KFER ETFEELLHIC LT 710 HREEHCT, TO%, il RO 5T SET %
119, HEZOX, BENRLRWI HIZSET 2179 2 & T, &l - 7— X & 720k
EORiAZ E=—/LTE\, P—IAXTHEREZE=X) 7 LR omeTE L
KEzTHE, AL—RIZSETIZBITTE D,

@@ ii. SET &/

(SET OFEAmE)
CMAP fRiROK R EZ 7 2 > b3 5, REEFEIC K D52 b5 — 2 2 EPERIHE T
Do
SET. Muscle cooling test (ZDWNTlX, 8¢ 3 [BIOFEERE T, Z D/ — 2 Z7Hil
T2, Wid (Pattern I) . —iMkEE%EIE (Pattern II) . A2 (Pattern III) | F72i%
W72 EDRZ—oBEmbEN TS (K3),

‘ Short exercise test ‘

Pattern | Pattern Il Pattern Il

&150 $150 §150

) & s

f= c c

%100 . %100 . .’... R T _&(:100 2804000 %0 000000000
a .o\.‘ o J .,f o* o

% LLE T . % / / ./ <

2 50 v -u.""” 5 50 / . g 50

0 60 120 180 0 60 120 180 0 60 120 180
Time (s) Time (s) Time (s)

ik 6. X v 31 H)
X 3 Short exercise test (SET) D/ 3% — > 45%F

iv) LET & SET O#fE Rz L A EX 203

14



Exercise test DO RIZ LD F v RV OBRKRL A JHHET 2 0 IES B STV D
(4), WHEEBVICRLRNWIELHD, ZORZMTILT Lbm < Run, EXAE
R FIET, BRERZ ZEICHI CE 2 R THARBRAE TS 5,

X 4 Fournier DEXZWI /58

EXEEBANY — I I 11 v v
. = SCM
RRA2ERZY PMC MC Z ot HyperPP HypoPP
=5 iA bh=—
HEHEN = ++ ++ ++ — X3 -
HE
PEMP + + X — - — -
;550 gﬁo gwo §150 ____________ gso
3 P 3 2 e S
SET ool o Soold 79 1 O N SRR - S A O N S
CMAP ik £ v S P P Py : H
g veen % 7 g g
3 50 e e T50) S v 350 :ij 50, 2 50/
0 & 120 180 0 6 120 180 0 60 120 180 0 6 120 180 0 & 120 180
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4. BEE
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1) BEIEES") 7 Lyt 8 RA 1% 7 B R
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Definite
QRARIZMA®BHANIDERED . BN EMERN TESZE(DDIEBBF—HLMEI=SHNEE., DO%F
EHBZEL ),
Probable

DORDEZRD . RN BMZERN TEHE(DDEBEZ—MLMNESHEMES . O@FRBHEHL. ).

@ LUTOIRTORFEERFORE (FHHET) REEZET 5,
EHIEER,
RERIEHN) D LRENZRTEMLETY .
WFO% A7 - BT B (X RENELY,
REFRIIHFERNS1BREE,
REFEENSRAICHERT HIEASBLY,
HBLWVEBERORR. BRKEVEHDIVEACL AN FEREL-RELNHD,

@ RIEIFERmMD 20 .
@ FHEMREAICIE., HAETO CK LRERHEL,
@ #HHERTIA=—WEEROEL,
® FERIRHAIZ Prolonged exercise test CEBIERER) TIRIBO BBIRRF2HBHE,
(FEREROERRMBEZATETCLVENGEIZIEIER.)
® EFEAUEBHECOREENHD.
@D BERBEALSILHEZWNEFNIILFYRIL o YTA=IrDBEEFITAEEBENLGEEEZREDS
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FrovEokr  ZRIMEED) D LMESEEEREDRRESG ST REBDEANNGBA,
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FHIEBMREICIEIHOETEZROLEVA—EICETEICBEDM OB TERTZENH S,
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ESAATA—ESA M —EIRRF DM R

FERMIA = — ERM/NSEF b =— W)V LERESFFZ—(FR) T LFYRIVEFA =) RENEE
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REREEETEHIENHD,
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P LEREIA = — (FRI D LFvRILZFHb=—) [F, FERBITEOIA=—%F 2T % myotonia
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p.Gly1306Ala/Val/Glu ZE N H 5.

3¥2 short exercise test

short exercise test [LFERFREHEH AR (5~12 ) RICT1HEICH->TI0 T LICEEHENEN

(CMAP)%#iC8%9 %, CNEHITTIEEITT HDHIEE TH S (repeated short exercise test) , 5[
cooling T T® short exercise test WERKRIERZEZMA S ETRRABEGEFDIERMGHHENHHIEETREEIRE

SN TS (BEEREIFAEIES 2001; 29: 221-7. Ann Neurol 2006; 60: 356—365, Ann Neurol 2011; 69: 328-40

BRES]),
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FHAEFH T ¢ /98 DA Lk

71 ) 0 SAERE R

AR A= g | TS o v o e 5 0 o s
L. B DU #98 HyperPP | MUY R HypoPP
kAP U Ny B FIVIA h=—) PMC
PAM
o CACNA1S
JR IR BT CLCNI SCN4A SON4A
B AD AR AD AD
FEIE AT i B~10 % H~20 % 0 ~10 i H~10 5% H~10 % 5 ~20 7%
iy | 7L n 2L ) ) 0
S —E B ~BEE | B~ i~ %% H
mkm | R | wi~mme | opmeme | PEECTERCD e s e AL
b= R A HY HY Y B ~+ 2L
BB E LS A h=— oy . . WEEY, . |BoKAEH. EEE O
DFHH " J U o RNEER PR H Y Y MEER 2k, A PL R
A h=—]< Wz L Yo L B ,
x5 E (warm-up Hi5}) (paramyotonia) :
£ e 7L o &0 LW 8 ol
AR 2 i | 155 fig G B ~ v i i + + 2L
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<EEERE>
Barthel Index ZFALVT. 85 B T3 %R ET S,

BEAE =8
Bil. BEELGEDEET ., ZEMBRIANICENKZS 10
1 BFE MBI (F=EA X, ENTEYT>THILTESS) 5
2B 0
EEEh Hi.IL—% IV AMDRELET (HTEILED) 15
T T | BEOBANBEEEREET S 10
2 bAYEA N
EAZEIITTRETHANIFEIX 2B 5
DIEE
ENBE-IIAATHE 0
L B3 GEm. B2, |mEE. O ITHY) 5
3 EA
RN BNE = XA AT RE 0
B (KIRDEE. BIERESD . R—2T I ERLGEEZFERALTLSERE 0
FOEELED)
4 MLENME . , -
EANE. hEXZ D, KR, RIEKRICNHBIZET S 5
ENBFE-IEF AT EE 0
. =hva 5
5 AB
B E- (XA A EE 0
45m L EDHIT, HEE (EHF. STHRIEBRO DERADOFEIMHT 15
6 i 45m YL LD BISIT. HSITHROFERESET 10
. BT TEEDBE . BATT 45m LLE DERIEFEE
EE2Lst
Bi. FIYULGEDFERADEETEHLEL 10
7 BEERERE | MBFERIEIEREETS 5
T gE 0
Bi.$t. 77 AT —  EEDEFEREED 10
8 BEEBZ Ho By, iZENGERRN., F2LULEXEH TITAS 5
LEEE LIS 0
. KELL, TG, LEOIMYKRLEETEE 10
~
9 a—L EFITHRERY. imhm. LEORYKRWNZNEIZETLIELED 5
EEELst
LELL., IRFZFOEYKRLNEFTEE 10
BERaVk
10 a—L EZITREHY . RFFORYFZWNIINBEIZEST HELED 5
EEELst
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1. Ws2h _%wéﬁﬁﬁﬁ\@E%%#_%LT\@%%@LK%&®ﬁEﬁﬁ%ﬁA A
NOREOHDERNTHZE LI 2\ (7272 L, SR O 2~ BRERZE Ch o T,
PRAREZ H DITIR D, ),

2. 1BWRBAIIGTRIZ IS 1T 2 HIEE BRI DWW TIE, BEIREFAE O T TIHERBITHIL TV DIREET
BT 6 2 A Cle b VR IE A ERI W2 2 & &5,

3. B, JEROBEN FRROFEEESFET—EL LT LRWE TH LM, @R ERZ kT
%2 EBRERFIZONWTL, EREEBRORRET 5,
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