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Editorial Comment
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Phenotype and Genotype Guided Clinical Management of Pediatric Congenital
Long QT Syndrome in the Recent Era
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FXM QT ERAEMREF (LQTS)

LQTS l&0EX D QT KL & torsades de pointes & FHIN 2 LB NERZRIH L T 5HEETH 5. W
I HE R AR ENED Romano-Ward SEMRHE (1963 ) &, MIEE T2 M, X0 EERAEIRZ R g G
RS MED Jervell and Lange-Nielsen SEfEHRE (1957 4F) ICHHE N T W e, 1995 DML A U D LF v )b
% 1— K9 % KCNH2 7’ LQT2 RGBT & UTHE SN/ bif, BIER TICOMEBEN 2R 51 A4 > F v
FVRlEEERZ 23— F9 % 1585 17H, LQTSFIEICEI G595 L HHL TH D, EIZAMIC heterogeneous
IR CH S V.

BHEDOEVHZ HD S LQT1-3 12DV TIE, TRHRNZOEREH - LDHROFER - BIARGE - a0
WS TH Y, PO EFREDERMIbN TV 5. AEIROFERIE, LQT1 TIXEFRFIC/Kk, LQT2 T
WFZHRDORE /55 DULRIEE, LQT3 TR LI TH ST ENKLHENT WS, SEIRDUFFET 246 - 1EHl& &=
HTHA. LQTLIF 10 &AETOBEN, LQT2 TIEEHEMLIE & ISER LML OHBICHER T 2 0ENH 5.
Bt LQT1 ICER, LQT2 3A%), LQT3 Lhhicidashtdh s Y. mHERMINC L EE5T, BURTERE
MINERZ AT, BRICK ZBEERFICKZHRFREOENE T ENS K51k ->TER. HIZIXLQTL T,
Fv 2 )VE AR ESB S R 7 FHEH C)V— T OEEINA ) AT EEZZBNTVS V.

LQTS i B TRETEZ L ZHROREBEDO AV TFIVEBEEAZ L 23T THSN, REFINTLLE
100% Tld7x\. MO8 {5 TREREE, ZOFHEIC BV TIEHIK -PEREEIN 7O 82 5135 2 &h%
HUTE e, WEEETFY V7T, BEMEROE DD SEHZT CEMREICEZLDETHATHD, BB
ERBVDRARIBLANICEA SN TV XD LR ANICEMTH S T LD, MREZMEE S —KEZR>TN5S.

FEXH% QT EREMEED U X7 ERNE

AEBTIE, FERDIEMZZ & VS HEDEFNR—ZLER A7) == I TbNT\5. QT EE] DHEIX
1,000 A&7z 0 /NEA 010, HEEA 0.24, @i 028 EREREENTEL Y, it hizchszY 27BN
TEDXINTHULL T NI CEHELZMETH 5.

2003 41 Priori 51, LQT1-3 {5 FEBEMEIE S NIz LQTS 647 filZ kg & U, 40 mE TICHAE LW
KA« DELE < DIEZERIE) MR, #HIE QT Rif (QTo) DR ZMET L, NE T8 &R K 5K QT
IEESERBED Y X7 @R 2 Lz Y. 2013 4 Giudicessi 513 Priori 5 OS2 HICEHLEE DEETFH L
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KBTSV 7L L LTLEa—LTWwW3 V. Z T Tl Priori 5D 2 — k2 LT 40 /% TIC
IDFBFEET %1 A7 %, Extremely High Risk (=80%), High Risk (250%), Intermediate Risk (30-49%),
Low Risk (<30%) ICJERHEL T\ 5. Extremely High Risk AEIC/BIE NS DIE, EIx R Tl Timothy JEfRHE
(LQT8 : CACNAIC £ HIc K D HJE QT EEIC HEGHRIEZ 509 %) *° Jervell and Lange-Nielsen JEfRF
(KCNQI %7213 KCNE1 ZHROREHGR) KR ETH O, BAIERTIE 18 5 X TIC 10 B2 EOWERZRD % &
DTH%. TORDEFRE LTI, KEMRETBRPHATSRIBIN & & D, (REEMIER T ANZEIRTE TR E
Td%. HighRisk BHC I NZ DI, Bz I H D 5T QTe=550ms DE D, QTe=500ms D LQTI - 2,
LQT3 Bk, #7774 Tld compound mutation (1 DDMRTIC 2 DLAEDE L Z & DT O#EAK) *® digenic
mutation (285 FICERZFRDZE D), HRIER T 18 M E TIC 2 [BILLE 10 FIRIEOERZ7RD % & DT
H%. TORFTIZIYERR, EAREEIYIRR, ROARERMBIEs 2 A G DY TiHEHR%Z1T5. Intermediate Risk #F
I NE D, BFRICHhHh D 5T QTc 500-549ms DE D, QTc<500ms D LQT2 « 3 %t & LQT3 B
Pk, QTc=500ms @ LQT3 &Mk, 18 i E TOLERD 1 BIDOEDTH 2. T ORE TSNS & 5D OIEFHST
AERE LG5 EMNEW. Low Risk BHC I N2 DREEICHH D 53 QTc<500ms DE D, QTc<500ms D
LQT1, LQT2 B, 18 F CTIEIRDEHZETH Y, TOMDOIBERINENSNIMEHICIThNS.

SR QT ERIEEHDELTFREDERE

LQTS DM s FHAMEIGIC DV TIE, 2011 4EIC Heart Rhythm Society CK[E)/European Heart Rhythm Associa-
tion 23[R THEX U 7z Expert Consensus Statement TRD K D ICFL EN TV 5. ClassLiiid (1) J5/FE, FKIENE,
DEXFTR (ZFREOEN S K OEE), SEYAmic X 255 ICK b LQTS g stbn 2 &, () EMERE
5 DT RNERMN S, —E O 12 FELEK T QTe>480ms (RAMIND F72id>500ms (RA) D
JEMRIMERRE, (3LQTS EIZ TARMNFE S NI HIGE OFRIC BT 2 EREBNDO X7V —=27, ClasslIb i
¥, —HOLEHE 12 FELER T QTe>460ms (HAENINT) F7213>480ms (KN OIHEREETH S ©.

BIETHRED L UTE 2005 FED S E IRy — 7 2oy — AW @ithifibh s X5k, 7/ L
fRFE AR D RN U Te—7, JRIEMEARHONY 7 2 RFEEENZFEEEL< D, ZOMRICHBNTIHHE
BIERISHRD 5%, 2011 4F American College of Medical Genetics and Genomics/Association for Molecular
Pathology 133t T, [AEE NN 72 R ORRIC OV TORAELIEHZHRELL TS 7. LQTSICDOWVTI,
2017 I iE Mayo Clinic D 27)L—"7"h, [FEE N7z LQT1-3 #In 7D/ 7 ¥ MEFRICOWTHE LTV 5. K
JEME NV T > b O— IR IR e U TiE, Major Criteria & U T (D#EEIHRTER LN 77 > b OIS EEN
Aonsck, QFEIY P a—)L—RAODL Y Y —L 7/ LNCHSNEWH D T E N RBSHE T
% &, (3)Radical mutation (F >V AR « TL— LT T AR - i ARKER), )7 I HBARDHE
A (Bl& LT, KCNQI, KCNH2, SCN5A ORE @M R 7 fEik), Minor Criteria & LT (1)in vitro TEXAEH
PR ET T, QEBROEABETHY — VB TREE LBl E NS T LB, oy oil
RSRIEPERZIT 7 L TV RLZIBLTO A V. LQTS OBHIC H 7 B HIKER, EIE TAREOME H2 iR E,
Z DHIRNERIC OV T XK L HFT 208N H 5.

AFETIIRNE QT IERIEGREOBUL FZWTIE 2008 4F 4 H 1 A TR H L L ORBE Nz (2017 4E 12
BIE, BRI 3880 5, EinA D Y 27500 ). F#IETO 5 5 LQT1-3 Bz 2 729,
WHIF T NS 3 DOFEKEET KCNQIL, KCNH2, SCN5A %Y Y H—ETA I ) == 73 %, — i CIENgmn#
EFREZIEITL TV AL H 5. B TEMIchiz> TEHAREERD TEFICHT 2 BIZARE - 2l
BB HA R Q0114 ¥ ITHTE, Mishy ) V7 Ll L TRRET OB TH S,
W NRIERBR OB OHR THDON TR T NV EZ NS, NERBEEERICH TIEZ T LT
HBH, THEICEO T NREERGEE BRI EEFI DR MES K OREEE Y v F—
DHRE, FROBETHZLEALND.
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