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Pregnancy in Women with Inherited Primary Arrhythmia Syndromes

Chie Aota, Masaru Yamakawa, Chisato Miyakoshi, and Satoru Tsuruta
Department of Pediatrics, Kobe City Medical Center General Hospital, Hyogo, Japan

Providing safe management to enable women with inherited primary arrhythmia syndromes (IPAS) to have
babies is very important, but no management policy has yet been established. To obtain clinical information
about pregnancy in women with IPAS and provide an input on the development of a management policy, we
retrospectively reviewed the clinical records of six pregnancies in three patients with catecholaminergic poly-
morphic ventricular tachycardia (one suspected case) and one pregnancy in one patient with long QT syndrome
in our hospital from 2008 to 2016. We held multidisciplinary meetings with obstetricians, cardiologists, anes-
thesiologists, and neonatologists to develop a detailed plan. With the exception of one patient, we selected a
planned cesarean section between 37 and 38 weeks of gestation; there were no cardiac events. In the pursuit of
a secure management strategy, the accumulating of additional clinical information and cases of pregnancy in
women with IPAS is needed.
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2 —ITFBUT 2008~2016 FICARE L7z CPVT GFHRHA 3 B (B 14D 6 g, LQT2 A ftRkA& 1 41
LHEEIC DWW T2 1% T HINCRGET LTz, 2BV NUIEERERRIE, FERHE, FRHE, TEEREENRHE,
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TUHERRADS AL U T B RBE LTz, @iz 3 Hli S h
TV, HERHIARICHAN L7257 — A8 H 0D,
SHBRET Vo TIEFIEEIML TV 2 e TREh
5. 2B, MERGIEAD S/NRIEERERRIE, FERE, 16
ERERARHE D EE U CTRRIc BTz 0, DUITIES0 R
FAECE U TIRMImRE, FrEifEe sy 7710y
AZATOHRE L. 172 B & B-blocker NIk MICTE

37 80 5 38 WHETOTEN LYIR 23R LA
HICEKRZ LAY M EHWETH -7z, BOEN:
AEERIR A DFHRHADUENE HH PEIC DU TR & FEIERIED D
L, JERIOERIEE L EZRETS.
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BUTeh, BERT & e BIcSKAIER R < BRAE/ L
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nizicd (Fig. 1, HEBGHBISE LD, Hig 9 1c
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REBLE [A—Z RO b Nah - Tz

BRNRBRSBFEME $£34E ¥35

Sl

Fig. 1 Polymorphic PVCs

fEH 2 : CPVT &% (RyR2 ¢.7175A>G)
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BREMNMTb NI, T2 145K 50 A — MLEHICE
R RS . MBS T R Ly R 2)VEE AR T
D EFEINERE S N, EEHBOATERI N
TV, 16 &0 Sikiz 3 ARl LTz, 28 %
RACHEIMIRITICAT < BTNCAZIC 75 0 Y BiEBR AR N2
W72, HEBEMIC K D OENIEDSSEFE L, CPVT

ZWCHEE T T TS ) a— )VNIRDSBE E Nz,
BRIEKD D ZD%BECHK LTz, MEIRIZIFHESE
THDELATOD, 32 TR & NG 7 0
7'Z /a—)VNIRZE R Uz, IR RHA AR IR
Sixhote. FEF LR, SWRIERHA R L RICK
BHAT AT I Y —I T B HIN TRHARE)S TD
EE R N LYIBAO T8 L Ulz, iR R
LB ANRY M EFBA L. HAERIC ARz R
9, RElEA—BE ARG U LU .
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R TN IcBis e U, B PEINC DS I GRS nds 1
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H 5 & TEw EYIBIC & 0 HE S NI D HERE A XY
Fa<l, HAERICAERZERD I > fe. BIER D@
RN E B BRI DWW Tk Th 5.
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2, BInFMTIC & D KCNH2 Z2E W EE S ) R
O—)UBth & LI MECHE SN Tz, 20 mIC
TR UTE, GTHR 14 8 O ML RHE RS R R S e
VER R YR RN T o Tz, BRIV Z—DERT
Rt o=z, EET a7/ a—)IVNikE
FtG U7z, DRI E S, RHAREIRIEERSD Eh >
7z. LQTS At RHAD /3 ikk=\ & U Tl OFEHE 7 1k
RS TREZWD, UBEERA T 7 L2 AT
MU, BERT=XY) VI BXUBREMIGERA I,
RHADA XY R Y A7 5E G T OBMERREE R & 1Y)
Fil 72 38R URMAREE R HBUEERD I b o Tz, HIZEIE
DEN L QT IEEZ#ESH -8 (Fig. 2), HEREE
WELTWED, Hilif 24 VIVEXTIHRT/HNERIA
BeRplc DERE= 2 — b, JERERME OB OTHEN:
MEETE RV ERD I -dIEE T 075/ a—
IWNARZBESA LTz, Hiln 37 IS BHA & [d]— D KCNH2
EEPEEES N, RMREHERLER 0TS
O— VAR FICHIE & 75 2 ANEIRA RN b 7s < Rl
L, FE%3INANLTEL BAZBIRZRD 125KV
Z— DB Z T U, HHEOOEAIEZ D

B s i
QTc (E) /QTc (F)=0. 56/0. 50
Fig. 2 Dayb ECG

MICERD B DA TH > e, RHADOUENRGIL, Wi, 1%
W, EmEMOZERLERZ 2R (Fig. 3).
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IPAS IC B9 % IR IS SIS TREERYIC IS L, Z DIk
BRI ELTE TS, ZRICENSK TPAS &
PERMADIHIR HPEIZIE 2 2 L FREND DS, LRI 4T
WRDWE 21T S 12D OB HIRTHL L TV
V. B E OREGNE B H A 5 AR E B &
NTWW, 3EFICHEANRZ A ENTED
FEUR PRI NARFER & 72 o Tz, BRI TR
B-blocker WiR THEREP S56DE ZHFE L, WRY
Re7 I VAPARRERZ T —A 2 LIXLIXRERT
%. CTORHC, RAANBX U TR PEDER
FUT DOV TIHEHEME 21TV, ARSIk BB 23
WTHRINDZIF% T LINERIEDOEEZZETH
D, TPAS B IFRHAD MR E L D I K & 7a%E 7z
RBiegeEZS.

CPVT &tk

CPVT & OHENRICOWTIE, RN EMET I Zx <GE
BRSO R THRIUI AR+ TH BN, JEEREE T
RN —fRT&H 5. Modified WHO Classification 0
) A7 IS BV TIZE S OFREIRIE—F{FLTY R
AT =PI NTHEL, LDEHNZHTDE
B-blocker % NAR L TV 2 A 3 UEEH - ULHR#% F C
MFidT B EITLMENTVBICLELES Y. CPVT I
FOEMAIROIRETH D, R 10RTORCHZE
V. NRLEEEDO RN >V — F Tk CPVT29
SEB (53 1361, 2216 B, FEREFEH#D 10.3£6.1 %) O
95 6.84.9 FOREBIZE T 76 (24%) MZEIRE
U, BPERREZ 2 Bicid iz e En?, 0T
*°B-blocker Wik7 L TOEH, CASQ2Z DA M
BEDNIEIRANY FOY AR TFERETNTWY
%Y. BWRIE RH TEHII A R—Y OFIER A - L
ADZWEEEANDR D O DR, B-blocker PIARAN £
HEEN, TNTEHAT I EMPZEEE LI
Ji b DB 2 R % HiH T3 ICD H DA RSP RE
57 LA = RNRDHER S N TV B, —fRICHE RS
DA 10bpm A 5 20bpm B L, 552
BN SHEIHI DI TIREERD EEDN
THD, CPVT BE OULR H PE S EB)EE D & 10
RIZRTI) XD EWRHE EFEZ 5N5. GEH]
T ldp-blocker WAREFE Fic# LY L LR &
EICANY MR TE2ET2EDHL L, OH
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Fig. 3 Mother ECG

% 140bpm LU 72 HEL L U 7z B-blocker 15 = % /5
Ehis It H OEHTEMEREN Tz, Ahmed &
Phillips (VU A7 W@ # 2 515 ICD HAH %
D 17 il T =D B-blocker Z 5 L, HEUEEHS 1
R OFBEI L ER— VTR B L U T IR
B2 LRI = T2 B IR L S ICTE
R FEHEYIMICE O HAELIZEMEL TS Y.
SIRRRIC B U TR e B E B 5 b4
THoTcLDWENDHD, ZWHEOHEEDL &1077%
HEfFZATUVIERID V) A 71206 U Tk Z & ISEIRT %
ks efbnic. G\ 1 TREGNORMAR LT
THRIC K D T HPMCRDOBIEFEROH IR HRT
ZTENTE, WOBMGHIEICEHNTH T, —
fic CPVT QAL IFHERIE DTN FbNTV S
MY, SIDS HI#fI T O C CPVT I B L 7o #iE i
FECOMELHOFERDRAZ Y —= 2V JI3IFRICH
EHTHBEEZILNT.

LQTS S HHER

LQTS 3R MZ THAI NS T L8 2L, @EYA
HHZITS T ENERGOLFITIHICEETHS. X
T Y 7 R SN IR H I B 9 2 I R it 2175 C
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0.48/0.45 0.47/0.46 0.53/0.51

I NRRMEEREREE DO EEAREEEZ 5. LQTS &
PHZPE D UENR H IS B L T ld 1997 41 Rashba 5
LQTS &ttt 422 N Gl 111 N) ORI Z217-
THD, FMBFRERICHBIOER GEL, O
ik, g ME L, B-blocker WARIC & b FER DL
WERBDERDTENTELILZRELTVS Y.

¥ 72 2007 4E1C Seth 5 & LQTS Mk 391 % D st =
17V, RIS OHESR GEC, ik, KD OV R
713357 (HR 0.28, 95%CI 0.1 to 0.76, p=0.01),

FERE 9 MAIXY A7 DMEIL (HR 2.7, 95%CI 1.8 to
4.3, p<0.001), R LQT2 IC BV THEZDOLFIKH
Hizo72CT &, B-blocker NIRIC & D R 9 0 H Dby
Fiz X7z (HR 0.34, 95%CI 0.14 to 0.84, p=
0.02) TEEMEL TS Y. B-blocker NIRIC & %
RHALS K CIRADEBIC OV TIIFAHIIIE ZEZ 5N
THY, p-blocker Z % F THIRMHIS 5 £ 139
NRTCDOHA RTAVICBNTHEIN TS, IhE
THIEY H3 NSO I 2RO TR B 7m0,

Meregalli 5 {3 -blocker Wk T, FE#% 4~8 3 IC TdP
D fe & JAlh U ICD Ml iA B 2 B U Tz 255 il 72 Ht i
U, MEURT%IC QT WEREAORAER 9 2 Fi%> QT HEREAS
500 msec it 2 ZREFENA VU X T &5 Z M, 1~2
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ER LIS DERZHRT ST EREELTVS 7.
DRI DOV CEE ORED ISR TIE RN E X
NTHO, B EYIREZHEREL TV 5 RS i
RTEIED - T, BiROZEUFI ORET T & o ikkic
DNTIRIBRENTE ST, Slald sk loERIC
DWTIE DOEREEE OURLE - HEDwNS, SR
THHARTA VY BBEICEM#R TH# LkE L
7z, REPRHIEIRFC 3§ AT H IS T T B4R D E 5
EEZoNT. HAERICEUT, R RN EmE
9 QT BRI E HIBHCRS T A b, —NcE
HARY 5 FOmBIEUI N E 75 5. LQTS SOHEIRIC B
TEHENRAD ) == T 217> THEEZWIZ1T5 T
IR OBHGHHEIRICER EEZ 5Nz,

% &

BHEOBIRE XUOREFT7 Re 7 o> AdEE i
g b U T IR PRIC X % CPVT » LQTS &t
PED2R L ATREMEA RIS & Tz, s 7 I O i AR
RS DAL K CIROEE O TH D
RgE Nz, MANTANRETH > TFEFEL, H
{GFRFT DT — R FEDN 2 & 57 B IEHIOER L
FNhb.
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