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A Case of Catecholaminergic Polymorphic Ventricular Tachycardia with Mental Retardation
Successfully Treated by Flecainide

PEIC SE Ak Bkt R BT OEE BiRT OB ' (BRI’
Yayoi NISHIMOTO, MD', Makoto TAKENAGA, MD"*, Michiko YANO, MD', Shuji HIRANO, MD',
Yoshitatsu NAGATOMO, MD', Naokata SUMITOMO, MD, FICC’

EGIE195, Bt HRIASVERE, SRPEFDOREENZDEL TV SEELSEHLNIVEER 244 5 &M,
ERCEROHFA CHEERZRBY, 7THRIFICHKERE CEMRMERBEBED/N—X M EBDH1120IC, TANADBZEIT
AEEOARI»RIAS W SEAFICHERERFTEDMSINA IRMIFOFRINZ —DERREICK ) EFHERIC—FLT
SHMEOESRRZERY, RARNICHT AT ICFERESHEOERAELM SN BEMEICNTI/NINVEFHAL LA
BERRI MY, KT HER EEREARREEL TV 19RBFICOEMENREL, HFERICHRICARL 2. A
HENZININUPSTLAMZ NIER L LRER EHEFAREROAELBO L. AAITRVT /O L2RIEEETFH

' #HEEANBSETRRERBREAR, * AAKZERR BRI NRRES 5

171l (RyR2) ICEE%Z:BH 7, RYR2IIPIRHRICH RV T2 AN THY, BHREEBPEEFREI RYR2EE &

BRT ZRIREMEY H 2 - OWET B.

<Keywords> \E5E1H
YT I RRIE

RS
MAEME (FLACZR)

J Cardiol Jpn Ed 2013; 8: 73-78

FUIC

HT AT I VERES LSS (CPVT) &, /hMEX
FAEB IR S 72T PRARGARIREETH L. filE
W1 & 23D — RIS, FFEAOIRFUH & FE1E
T 5. AR, 7V A = FOFAMESHE SN TED, 40,
PR & XTIV OHFHEHR T COEMBIZ 721, BF
HEZ TV AAZNICET LR ERO)T )V V2%
5 4 TIEET (RyR2) ZBRBIZFEERL 72720, W57
%, F Tz, RBNGRD IR T E SR AR R EIX RyR2 52
HEMBRLTWA RS H D, CPVT & i fieRE & D
B DOWT HELT 5.

iE Bl
Bl 197 Bk

*HEE AN B SEThRRREREAR
880-0941 E L) I AETELAE 3584-1
E-mail: takenaga@fujimoto.or.jp

20126 19 ST, 20126 H22 A=

TR AR, O,

KIEHE © FRE2 N, BIREL L. CTADARKEAITSEE 1R
e L.

BRI - B O MERMAE L2860 g THE IR 5t ¢
BTV TUHAFICRE IO DN o 7z, el Dk ai
%, 2B 2RETH Y, HHIIHITREROREDEN
AL TW7eRs, MG CTIRRE & IRk s ke
Mofe SREED X HBIL, dREEZIEBO IS S A %
<, BHURBORICERA N T 2 510 i, foa
DFIHREENDFEIFR B OFRADPIIA U2 7R
[ T DO AN B\ TEMAEBER WA GO — 2 N &R
B, TADADBW CTIHTADPASREDNBG S N7z, INERIK
FAERHE 7 T ADFEIZOWTWITT, | E A —XAfeik
FICL 2 6iEDIQIX8] TH -7z, SIEFFIZIQIX 72 Thifi
N6 20 H &8 S RS E R L S e, Bt
TAMAERIGRE S EEZ DR v—#EDOER L XK
TREmEASBIL, 7=V THENPTF 72720 9k
TEZ 7. B OERTIIQTIERE 2 50 TR R L,

Vol. 8 No. 1 2013 | Cardiol Jpn Ed 73



U W
AP oty ™ i
LWWWWW fi e 4

; MWM
- W@wwmwwww&»l

K1 (A) 9mEFDKRILZ—DERXE (B) $EDAEDEER.

TEEYE A ORI TR 0. LE AN (VPC) %
Bbrz. Fio, FNY— LB ’ﬂt%ﬁwﬁr%wf
9&?&1# &4 L 7-BR O RLER TE I D S, (S E) % 32
= (B1A). SRl & OB RS, 5 CPVT &% lfﬁéﬂ

7D77/n—wmwmﬁwf«7n:w@ﬁm%%%é
N7z IQIF 12mHFIZ 58, 15K HFIC 48, 18/KIEL 44 T, A5
FEHEIX I8 EFIC T8 W HTh o7z, TurIs/a—)
60 mg/ HEXF,33)0160 mg/ HHNHR T T, EEIRREE) 2 b
L AHSFHR & B 2 ER A5 E % 2~3nl / 4ERR®, 15
I IO BN - MBT AEDIC X B854 2 15 T ABE G
2. ZOBBTLEERRTOLEHPICEMLZY, B
AR IR FRD T 7z, BN RS & oA T8
IR DI M BEALRIC TSR T o 7228, 20114E1 1
(19 7eME) 23R Tl - 72 BRIC Rk 2 28, AED % v
7z bystander CPRIZTHCLHAD B LY ~EE 2 ARt &
o7z (E1B).

AR B L 0 Bk LNV Japan Coma Scale 300, &
F165cm, K50 kg, FFUEIEI%L2810] /min, i) 100/60
mmHg, IR#180/min - %, BEFLIZ/EA LR L, KEEEZ

74 ] Cardiol Jpn Ed Vol. 8 No. 1 2013

200105 110 1T IEFS F] 114 T 18 [T 18

THERL 2 COMER 1
L.

ABERER A A WL ¢ MR AT Tl AST 681U/ £, ALT 57
IU/¢, LDH 26910/ ¢, CK-MB 45710/ ¢ LiREED FA-%

WEHLL 7270 o 72, AhRESA RN 9 DO 7

RO, MAMACEME I IIRE 2RO R o7z OE
BT R ORI 74401 /min O AT, QTRERZ L. LI

BB PMAT TR OPIEDE R 2 <, HiTEEH B 0 BE B B) O FEAR
TABEb N7 H R IR EIX51% Tdh > 72, Birn DO RE TR
&, IR SRR ERAIC LD IEFEL L.

ARt %« ARBERE I XIPIAREATAR R T ) A LI
T H AR L7278, S 3~4WHIIIM IR 2 L L, kL
ANV b AR & [FIRROTEW IR L 20, SO A X»

I2 & 2 MR B AR 1 X FRD B h o 72, AED REERDFEAT

TILOEMEAHER S, 1 HOBRMENC X ) A0
HHLTw (B1B). ﬂiﬂﬂmCTfﬁﬁfﬂ@JW%%ﬂiwb
3, DB MRIMUAE T b ARG ES 20 2 &0 7258
IO otz SO A4 XY hOFRE L CHES) & k

BICYHPIO RIS G Ltk bH o705, 7ur 7 )

0 — )b ENXF 833V DG HFRE TR 57 % FIHIRE R 23 5



&

s =
iFaEdb S

2 EBAREREOTLE

I Jw‘,"’\; / y [
[ ’Ml‘llf W
**wm‘ww Wy A,
ooy e vy

. ,CK»JMN A /\1 wﬁuw /“V y [\J\;\J{

A NN M\
kﬂwj NVQ WV¢M
P \/MWFWAWNW« s

TLAAZRIENTH > IcEHFEEEFZAH UICCPVTH ——

B

I Py 0 4 Sl oo

qJ .-"\J u\/ 1 \.j ‘ "‘\J '\?I/ﬂ#

V
A o i f(\f’ imw%

"l

W"NWWMW\’\ *WM J

Wv\/ W\;WW\H SIS
WWWM'W

f

L
a2
\

,_

W

<{

(A) 7O 735/ 0—J)L60 mgiaEe DA 110A/minATE TSHMEVPC E2BH 3. (B) 777 /0-)
120mg & 7L A = K150 mgHfATICH (2 2@ EHDRE. /DEE14048/min& TVPC 2388 7-.

NTOLWITREEDSE W EHIRT L7z, 2oz, X V)Fﬁb\ﬁ
SRR TEAHHNE LTRINRINEZTILHAL = FIC
WL, #HEOZEE2MMHICBruce 70 F3I—LIiZ k% b
Ly I V- B AR RER 2 8 0 Ok L TR & 37l L 72 (FR1).
Ta7g ) —Vid60 mgh SEING L T120 mg/H F Tiga L,
ZOHRIZT VL HA = F&2100 mgBEAI L, 150 mg/ H F THi#:
L7z, 7V 74 = F100 mg P F Tl-0m%100~11041 /
min CVPCHOSBLL, LM VPCR VPCHlS b ildiz. 7
L A4 = F%150 mg B L7z 28 o AT,
VPC O MBI U LD 3 WS A VPC O 3R
WHHUF 12040 /min i EA-L, #IEIERED R o7z 612
[ F F TL6HEM %I4T - 72210 H O E B 3BT,
VPC 314441 /min $ THBIL e o7z (B2). FM#E T
HOEBAMERI 7O TS ) 0—VOARDHEEDAT—Y

OI 1 min225A7—31IV 3 min FTRILEL, FERKOH
¥ HBEAN L 72, ventricular arrhythmia scorelZ 7L #4 = F
100 mg B F TlE3~4TH 7228, 7L H 4 = F150 mg~~
DRI X Y score 1 T TWEZ RO

AR | B T E2 /T, BE Lo
BEML7. BBEIIRYR2EMETICATIA Vv I ERZR

l

D727, WMBIIRE 2RO Lo ens, BEIIIMTE
PE®D RyR2 #H B CPVT #l & 2 L7z

Z B

CPVTIZ 2R LIk 2 et & 3 2 L Z B ASE ) R
AMVATHEIESN, KRR E 725 2 2R E L,
DR LEEEEA L v, BRSO E 2o Tw BN
BIETREWIIRYR2E AN T A MY ¥ 21ICHT 5 5% T,

Vol. 8 No. 1 2013 | Cardiol Jpn Ed 75



xR1 EWEEJOEEEFABER BruceZ7Ora—JL - FL v KINERTRHER).
Ja7>/8a-Jb

Jar7s/a—-J)b Jars/a-—Jb

P Ja75/0—)v Fa7>/a-Jb (120mg/B) (120mg/B) (120 mg/B)
= (60mg/ H) (120 mg/B) +ILAMZK  4+TLAMZK +TLAHLZR
(100mg/H) (150 mg/H) (150 mg/ H)
LERRE DIaE 53 60 56 55 66
VPC IR DA% 113 100 107 103 144
25— I I I v \Y]
2:09 0:55 1:35 0:14 3:00
ZHMEVPCHIERE /DA 111 100 111 120 144
P I I I v v
0:18 0:55 2:54 1:04 3:00
VPCERHIRRE DA% 128 115 120 HIB%E L HIR% L
- I I v
AT =~ 0:53 1:40 0:11
BTE T DA% 130 128 122 128 144
PEy I I Y] v \Y]
1:02 1:48 0:19 1:29 3:00
Ventricular arrhythmia score 3 4 3 1 1

RAT7T=VTEROBFRIEXT—JICH T HREERE (9 #) £2/R7. VPC  DEMEASINGE.

WD MRS S O Ca I A & 5 Tw
5. TOH)EARBITHMER SN2 RyR2BIZTHHFIZCPVT
BlOFI50%12Z8D BB Y.

CPVTIZH 3 B iEH O —BIUL fBERTSEIC X 5 3EYE
FECTH DA, ED BREBEHEA D HEFN R D 512D T
WELET > TR, 4O BIERSICOWTANT
HEM AT Ca® NS T B8 %% in vitro THET L 724t
YT, ANRT O — VD RDS L BERE IR
RyR2% 4§ % Ca” it & E T 2 AR ST 5.
—77, BRSSO 0~59% AT 5 Esh
DX BBINIBIBHNIEE LTI RINY, 7Lh4
=R FunTa ) v PERESRTWS. 20 35H]
FWTFI in vitro TORE T RyR2 ICHIFIBIIC R L™,
ZREEEAMNEN OB HHHE LTHEHENRS, 20H 57
LA = FIZDWTIE6 7 [ 8 ik 2 & o s Y 12k v,
CPVT B LT 76% (il % 720, 48% 1544l %
Bzl s, CPVTHNCIX BERTERICIMA CTT LA A = R
JHEEBATRELLTWS. 7V A4 = FiZ100 mg/ H AR
TIRAEIIA 5 T EiEH 5813 150~200 mg/ H & <R,
AHIEBITH 150 mg/ HOWIRTRIR 2 RO 72, DTN,

76 ] Cardiol Jpn Ed Vol. 8 No. 1 2013

I T b = o PRI GA A B 381 R0 M e B T
D5y raL rIHCPVTIHREE L 7 2 W EMEZ /RIS 2
R R in vitro TOWREN D 5.

KBIOER DA XY MAZRESE G LT 7z mgtEds
HEH, BEKEEOBHEL XTI RIVNPLTL AL ZFIZ
B, BAFRIGIRIRSHER TE 7, ABNCBIT L7V
A = FEHORFIE3 oD M TRO SNz, I3 BB E T
S DB EASHI S -2 &, EIRVPCOmE
THUMMABDEL o722 THAH. EHIZT7V A4 =i
IR G 4HH CTERREL 25205, WIkBIMEO 24
BITHARTI6E B HOAMRA TIXE SITAEIREBLOH
i & B A RO Y EE B, REHEYI2BWT, 7L
DA Z REBBOBWMBREIZBWTYF 74 55— 13k
D2 DFRERE b IZFRROIEIRI R AR L TS, i
WO % DIEBI & A B &, 16FIH 45112210 H T E 512 ven-
tricular arrhythmia score DI EMNA LN, F 722601213 F]
BRI O EAZ RO TB Y, ARHI L FRRICEHEREORKSE
W& ) ANEEDRBIEIR) F DS & SRS B BID e T H T L
ERELTWSER DS,

WEEE DI O Ui 2 AR E 2 (ICD)



LB AR BT 2B 5. bbb ICDHE 2 A A
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