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Hcropusga OTKphITHS

1856r. (NepBoe ynoMnHaHue) - T.Meissner, onucaHne BHe3arHy cMepTb rMyxou
OEBOYKM C 3anmM3ogamm noTepu Co3HaHug, ABa bpara KOTopon yMepnu BHE3anHo Ha
doOHe cTpecca.

1957r. — A.Jervell n F.Lange-Nielsen npeacTaBunu nosiHOe KNMHNYEeCKoe onmucaHme
«CMHApPOMa YAJIMHEHHOro MHTepBana QT» y YeTbipex YNIeHOB OHOU CEMbM,
CTpagaBLUNX BPOXOEHHOU rMyX0TOW, YaCTbIMU MPUCTYNaMmM NOTEPU CO3HAHUA U
MMEeBLUMX CTOMKOEe yannHeHne nHtepeana QT Ha OK

1963r. - C. Romano 1 1964r. - D. Ward npegcraBunun HabnogeHns aHanormyHoro
cuHOpoMa, Ho 6e3 BPOXXaEHHOW IMyXOThbl.

H&CHGI{CTBGHHBIG BapHUaHThIa

Cungpom Romano-Ward (RWS) - aytocoMHBIN JOMUHAHTHBIN THI HACJICIOBaHUS
Cungpom Jervell-Lange-Nielsen (JLNS) - ayrocoMHbIi=penIeCCUBHBINA THIT HACICAOBAHHUS



LQTS xapaktepusyercs
yANMuUHeHneM nHtepBana QT
Ha 3KI, a Takxe cuHKone
Wi OCTAaHOBKOM cepAaua, B
OonbLUMHCTBE crly4yaeB
BbI3BaHHbIMM
3MOLIMOHaNbHbLIM UNU
oU3n4eckum CTpeccom,
OoTNnn4yaeTcs BbICOKUM
puckom pa3Butusa @ un
BCC npu nepBom
CUHKONaribHOM 3anu3oae.

Long QT Syndrome

JletanbHoCTb 6€3 Tepanun — 21% B TevyeHue 1-ro XXnU3Hu nocrie nepBoro

CUHKoOrne
MNMeTanLHOCTRE HA TAeDARUU DU 15 neTHAM RANAHUU natliveHToOR — 102



Pacnpocrpanennocts (2009r.)
1:2000 (95% CI, 1:1583 — 1:4350)

*LTQS onpepgensdercd y nauneHToB BO BOEM MUPE U BO BCEX
ITHNYECKUX rpyrmnax.

* PACMPOCTPAHEHHOCTb  KacaeTcs  TONbKO  MNageHueB C
aHOManbHO [ONWHHbIM ¢ QTc W HEe MOXET OLeHUBaTb
pPacnpoCTPaHEeHHOCTb HOCUTENEN T.H. MOSYaLLMX MyTaLU.



OcHoBuble npnunHel LQTS
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YBenuyeHne B a3y pgenonspusaumm BxopAawmx Na+ M Ca+ unu
yMeHblieHUue B ha3sy penonsapusaumm ncxopgawmx K+ TokoB TOKOB MOXeT

npuBecT K yAnNMHEeHUIO QT UHTepBana, 4YTO npeacraBnsaeTr coboun
natocdpusmnonornyeckum cyocrpar ana LQTS.



LQTS Genes

Protein
Gene Syndrome  Frequency Locus (Functional Effect)
KCNQ1 (LQT1) RWS, JLINS  40-55 11p15.5  Kv7.1(])
KCNH2 (LQT2) RWS 30-45 7035-36  Kvi11.1(])
SCN5A (LQT3) RWS 5-10 3p21-p24 NaV1.5(7)
ANKB (LQT4) RWS <1% 4025-q27 Ankyrin B (])
KCNET (LQT5) RWS, JLINS  <1% 21022.1 MinK ()
KCNE2 (LQT6) RWS <1% 21022.1 MiRP1 ()
KCNJ2 (LQT7) AS <1% 17q23 Kir2.1 (|)
CACNATC (LQT8) TS <1% 12p13.3 L-type calcium
channel (1)
CAV3 (LQT9) RWS <1% 3p25 Caveolin 3 (])
SCN4B(LQT10)  RWS <1% 11923.3  Sodium
channel-f34 ()
AKAP9 (LQT11)  RWS <1% 7021-g22 Yotiao ()
SNTAT (LQT12)  RWS <1% 20q11.2 Syntrophin a1 (])

KCNJ5(LQT13)  RWS <1% 11924 Kir3.4 (])




‘KCNQ1

KCNH2

SNA5A

LQT1

LQT2

LQT3

Koounpyet a-cybbeauHuuy K-kaHana Kv7.1, reHepupytoLyto MeaneHHbIn TOK IKs,
KOTOpPbIN, PU3NONOrM4YEeCcKn yBennymBascCb rnpu cumnaTUu4eckon aktueawmu,

NPUBOAUT K YCKOPEHUIO pernondpnsaumn n oTBevaeT 3a agantauuno QT npu
yBenundeHnn YCC. eTepo3nrotHele MyTaumm KCNQ1 BbI3bIBatOT LOMUHAHTHbLIM RW
LQT1 cMHAPOM N OOBACHAIOT OOMBLUMHCTBO BapMaHTOB, Bbi3bIBalOLLIMX 3aborieBaHUE.
[OMO3UroTHble myTauum B KCNQ1 nnu kKoMmnayHa-retepo3nuroTHble Mytauum
BbI3bIBAlOT peueccuBHbIn JLN LQT1 BapuaHT, 419 KOTOPOro XxapakTepHa TYroyxocTb U3-
3a YMeHbLUEHMNA ToKa |ks BO BHYTPEHHEM YXE.

KooupyeT a-cyobeanHuuy K-kaHana, npoBoadaLLyto 6bICTpbIv TOK IKr. MyTaunu B
KCNH2 BbI3bIBAlOT YMeEHbLLUEeHMe IKr ToKa, N0 MexaHn3mMaMm, CXOXUM ¢ adpdpeKkTamu,
Habnogatowmmncsa npm KCNQ1 myTtaummn B Toke IKs.

KogoupyeT a-cyobeanHuuy Na-kaHana, ocyLecTBsoLLero Bxoaawmn Na Tok Nav1.5.
MyTauus B reHe SCN5A BbI3bIBaeT JeeKT MHaAKTUBALIMN HAaTPUEBLIX KaHAIOB,
NPMBOASALLMIA K MOABMNEHUIO NO3aHEro Na Toka, OTCYTCTBYHOLLErO B HOPME, YTO
NPUBOAUT K YAJSIMHEHUIO NOTEeHLUMana AeNcTBUS XXenyao4KoB.



Koppensiiust reHoTumna 1 (peHoTHIIa

19 LQT1 non-A341V (n= 205)

All A341V (n=233)

= Hocutenun HembIxX MyTaunmn: 36% LQT1 19%

LQT2 1 10% LQT3 (2003 r. A4aHHbIEe NO 647
nad.)

= Ponb nokannsayum myTtagum:
- TpaHCMeMbpaHHas nokannaayus

- flokanuaaums B UMTonsiaamaTnydeckmx .-
neTnﬂX - - 0 10 20 30 40

Age (yrs)
- NoKanusauuns B obracTtu rnop

- MyTaums B ropayen Todke (hot-spot
mutation)

= [lOMWUHaHT-HeraTMBHbIN 3PP EKT MyTal

= Ponb reHoB-MognumkaTopos E = 2

o
=]

..........

------------------

P < 0.0001

Cumulative event-free survival (%)

i =
>1 KCNE1

Tetramer




3J10KAYEeCTBEHHBIE MOATHIILI

OBa BapmaHta LQTS HecyTt

OCOOEHHO BbICOKUA PUCK: CUHOPOM
JLN v cuHgpom Timothy (LQTS).

= 90% naumeHtTOB JLNS wumeroT
cepae4Hble coobITnA Ao 18 netHero
Bo3pacTa

15% nauumeHtTOB JLNS cTaHoBATCSH
CUMNTOMAaTUYECKUMU B Te4vyeHue
nepBbiX 12 mecsiueB

naumeHtbl ¢ JLNS wun TS nnoxo
oTBevaroT Ha TPaaAULUMNOHHYIO
Tepanuio

Cumulative event-free survival (%)
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KiaMHH4YeCcKre mMposABJICHUSA

= yOSIMHEHUA MHTepBana QT Ha cTaHaapTHOM DKl

= NByXdoa3Hble, 3a3ybpeHHble 3youbl T, anstepHauns 3ybua T B
NONSAPHOCTU UK B aMnnnTyge

=MPUCTYNblI MNOTEPU CO3HAHUA WIIN CUHKOMe, OOYCNOBIIEHHbIE
cneundpnyHon ansa LQTS XnaHeyrpoxatrowen nonmmopdHou XT,
N3BECTHOMN KaK «torsades de pointes»

o cb)K Torsades de pointes
=OoCTaHoOBKacepaual | ¢ v sahhn v anhhtr 1
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Figure 1. Examples of T-wave alternans from a 2-year-old long-QT syndrome patient with multiple episodes of cardiac arrest. Tracings

are from a 24-hour Holter recording.



JInarnocruyeckue kpurepuu LQTS
mkaja ouenku IIsapua 1993 r.

Points
[Electrocardiographic findings™ }
A QTc,T ms
=480 3
460-479 2
450-459 (men) 1
B QTct 4th minute of recovery from exercise stress 1
test =480 ms
C Torsades-de-Pointest 2
D T-wave alternans 1
E Notched T wave in 3 leads 1
F Low heart rate for age§ 0.5
[Clinical history
A Syncopet
With stress 2
Without stress 1
B Congenital deafness 0.5
[Family history ]
A Family members with definite LQTSII 1
B Unexplained sudden cardiac death younger than age 0.5

30 among immediate family membersl|

* Mpwu oTCyTCTBUU NEKapCTBEHHbLIX CPEACTB UNU
paccTpoucTB, CNOCOOHLIX Bbi3BaTb AaHHbIe
n3meHeHus Ha IKT.

T QTc Bbluncnsaetca no cpopmyrne baserra

[QTGQT/\/RR.J

T Baaumouckniovatowme.

§ CepaeyHbIV pUTM B NOKOE HUXe BTOPOro
npoLeHTUNsA ANns Bo3pacTa.

| | O@nH 1 TOT ke YneH ceMbUu He MOXeT ObITb
yuTeH B A1 BB.

\
<1 6anna: HU3Kas BepoATHOCTb LQTS;

1.5-3 6anna: cpeaHAA BepPOATHOCTb
LQTS;

\23.5 6ansia: BbICOKas BEPOATHOCTb. /



Pexomenganuu 3xcneproB no auarnocruke LQTS

(Heart Rhythm, Vol 10, No 12, December 2013)
1. LQTS AnarHocTmpyeTcs:

a. [1py Hann4nm NnokasaTtens LwkKanbl pucka LQTS 23,5 npu OTCYTCTBUU BTOPUYHOW NPUYNHDI
YONMUHEHNA QT 1 / nnu

b. Mpun Hann4nM 6e3yCcNoOBHO NAaTOreHHOW MyTaLun B OOHOM U3 reHoB LQTS nnm
c. MNpn Hannunn QTc = 500 MC Ha NOBTOPHOW aneKTpokapamMorpaMmme ¢ 12 oTBeJeHUs MU U

Mpu OTCYTCTBUMN BTOPUYHOW NPUYMHBI yOnMHeHNS QT.

2. LQTS MOXXHO AMarHocTUpoBaThb Npu QTc B HTepBane 480-499 mc B noBTOpHbIX IKI ¢
12 OTBEAEHUSMU Y NaLMeHTa ¢ HEOOBbACHUMBIM OOMOPOKOM NPU OTCYTCTBUN BTOPUYHOM
MPUYNHBI YONUHEHUSI QT U B OTCYTCTBME NAaTOrEHHOMN MyTaL N,

Hemebie ¢opmbl cunapoma coctaBisiioT 20-25% u yaiie Bcrpeuarorcs cpenu 6onbHbIX ¢ LQTA. B sTuX ciiyyasx akTyalbHBIM
CTAHOBHUTCS MCIOJIb30BaHUE IMPOBOKALMOHHBIX TECTOB.



Tpurreps! st 3 TEHOTHUIIOB
(2001 1. nannsie no 670 manuenTam)

0
] Exercise

B Emotion
80 M Sleep, rest without arousal
62% & \Other

LQTI LQT2 LQT3
(n=392) (n=209) (n=62)

~

MaumeHTbl ¢ LQT2 1 LQT3 HaxoadaTcs B rpynne NMOHMXXEHHOro puUcka Mo YrpoXatoLLnm
XXU3HN apuUTMNAM BO BpeMsi (OM3NYECKON Harpy3kn T.K. Y HUX XOPOLLO COXPaHMBLUMUIACS
TOK IKs, mo3BonsoLLnin Bceraa agekBaTHO YKOPOTUTLCS MHTepBany QT nNpu yBenn4eHum

\HCC.

)




CtpaTtudukaumsa pucka

KpalHe 3nokayecTBeHHble, paHO MaHUECTUPYIOT B
BUAE TSXKENbIX apUTMUN, NS10X0 OTBEYAKOT Ha
Tepanuo

CuHgpom JLN v cuHapom T

QTc>500
QTc>600
AnbtepHauumn 3ybua T

CuHKonanbHble COCTOSAHMUS UMM OCTaHOBKAa cepaua
[0 7-neTHero Bo3pacTa

[MauneHTbl C CUHKOMNE UM OCTaHOBKOW cepAlia B
Te4yeHne NepBoro roga Xu3Hu

[MauneHTbl, cTpagarLmne apuTMNYeCKUMIU
COObITUAMKN, HECMOTPSA Ha NOSMHbIN 00bEM TEpanuu

[NMaymeHTbl co CKPbITbIMU MYTaUUAMN

My)KL-II/IHbI LQT1, 6eccMMnTOMHbIE B paHHEM

PN SN N N SN SN e gy

Bbicokunu puck
Upes3Bbl4anHO BLICOKUN PUCK
Bbicokunu puck

BeposTHOCTb peunanBoB apuTMMUYECKUX CODbITUN
BblLLE, HE CMOTpPSA Ha beTa-bnokaTopsl.

BbICOKMIN pUCK NeTanbHOro ncxoda v He MoryT ObiTb
NONHOCTLIO 3allMLLEHbI TPAAULMOHHON Tepanmen

Bbicokuun puck

Hn3knn puck CNOHTaHHLIX apPUTMUYECKNX COBBLITUN
(10% mexay poxaeHuem u 40-11 Bo3pacTtom 6es
Tepanuu)

Hn3kum puck



TakTka BeacHUS MAlUCHTOB

= Mogndukaumm CTUNA XXU3HW:

- OTKa3 OT MHTEHCUBHbIX Yrpa)KHEHUIN, OCODEHHO OT NylaBaHus, b6e3
HabnaeHnsa 3a nauneHTamm LQT1,

- CHUXXeHMe BO3AEeNCTBUA PE3KNX TPOMKMX 3BYKOB (ByaAnnbHMKa, 3BOHA
TenedoHa 1 T.4.) y naumeHToB ¢ LQT2,

- n3bexxaHne npuema fekapcTs, KOTopble nNpoasiesatoT nHTepsan QT,
briokmpytoT Ikr TOK, Yy BCeX 60sbHbIX LQTS.

= 3-6riokaTopbl

= |CD

= LCSD

= bnokaTopkl Na-kaHanoB (LQT3)



B-OnokaTopbl — Tepanna nepBoro Bbibopa

IIponpanoJioa (2-4 mr/kr) I >

2 naun6osee 3pPeKTUBHBIX

Hapnoj04 (1-1,5 mr/kr) |

ATEeHO0J10J1
MeTtonponon — HaumeHee adoPeKTNBEH

Cob6nrogeHue Tepanuu B-6rnokatopamu U usdberaHuve npenaparoB, yanMHAOWUX nHTepBan QT, cHuXaeT
PUCK pa3BUTUA cepaeYHO-COCYAUCTbIX COOLITUN Ha 97 %!

Obuwasa netanbHOCTb Yy naumMeHToB LQTS HensBecTHOro reHoTuna npu tepanum 3-énokatopammn coctasuna 2% n 1,6%
y naumeHToB C cMHKone (6e3 ocTaHoBKM cepaua) 1 6e3 cobbiTuin B TeHeHMe NepBOro roga XXmMsHu (daHHblie no 869
naumeHTam).

B-bnokaTtopsbl ABNATCA YpedBbl4anHO apdekTuBHbIMU Y LQT1 naumeHToB. [aHHble 13 2-X KpYNHbIX nccrnegoBaHnn
CBUAOETENLCTBYIOT O TOM, YTO JfieTanbHOCTb cocTaBnseT 0,5%, a BHe3anHad cMepTb B COMETAHMN C OCTAHOBKOW cepaua
pocturaet 1%.

B cpaBHeHnn ¢ LQT1, LQT2 nauyneHTbl UMeOT bonee yrpoxatowme XnsHm codbiTusi, HECMOTPSA Ha beTa-bnokaTtopel,
HO OONbLLUMHCTBO N3 HUX — peaHNMNPOBaHHbIE C OCTaHOBKOW cepaua (6% -7%).

Y naumeHtoB LQT3 Oornee crtapllero Bo3pacTa fieTanbHOCTb Ha Tepanum B-bnokatopamu coctaBnaeT npumepHo 3%
N Hanbornee BbICOKa Y NALMEHTOB C 3aMETHO YASIMHEHHbIMU MHTepBanamm QTc, npubnuxatowmmmnca kK 600 mc
(aaHHble o 400 nauneHTam).

[MaumeHTbl ¢ JLNS unu TS yacto HeagekBaTHO 3almueHbl 3-6nokatopammn 1 TPebyoT AOMNONHUTESNTBHOW 3aLlUThI.



JIeBoctoponnsis cummnardkromus (LCSD)

= 147 nayneHToB, NepeHecLunx LCSD, B Te4eHune
nocnegHux 35 ner.

= Bce 13 rpynnbl BbICOKOro pucka (99%
cumnTomMmaTmyeckue, QTc [563 + 65 Mc], &
npeaLlecTByOLLEN OCTaHOBKOW cepaLa y 48%, ™
geumgmsmpymmmm 0OMOpPOKOM, HECMOTPSA Ha TO, YTO 3-

rloKaTopbl B NOSHOM A03€e Obinn y 75%).

= Bo Bpemsi 8-neTHero HabnogeHns Npom3oLLISIo
CHUXKEeHUe cepAeYvHbIX COObITUM Ha 91%.

= Y 5 naymeHToB, nepeHecLunx LCSD n3-3a
MHOXECTBEHHbIX pa3psaoB ICD, B TeYeHUE 4-NTIETHEIO
nepuoaa nponsoLLno CHUXXeHne Korm4yecTBa
pa3panoB Ha 95%.

= CpeaHee coKpaweHune QTc Ha 39 Mc.

S-A Node
(Pacemaker)

A-V Node

Cardiac Muscle
(Contraction Strength)

BEBIBOI: TIpH ITOBTOPHBIX CHHKOITAIBHBIX 3MU30/1aXy HECMOTPS Ha TEPAIHIo [=
O10KaTopaMy B IOJIHOM 103, WU IIPHU UX HENECPECHOCHMOCTH HEOOXOIUMO
npoenacane LCSD.



MMIIaHTHPYyEeMBIA KapIUOBEPTEP=a¢(HUOPUILIITOP

(ICD)

= Tepanuto ICD crnegyeTt paccMaTpuBaTh Y MNaLUEHTOB C O4EHb BbICOKUM
PUCKOM.

= OcnoXHeHUs Hepeakn, o0cObeHHO B MiiagLLen BO3PpaCTHOW rpynne.

= BHe3anHas cmepTb, cBA3aHHaA ¢ LQTS, y 04HOro YrneHa CEMbU He
SABNSIETCA NokasaHmem ans ICD y BbPKMBLUMX YNNEHOB CEMbU, ECNU Y
HUX HET UHAUBMAYASLHOrO NPOQUNSA BLICOKOIO pUcKa pasBuTus
apUTMMNYECKUX CODBLITUN.

= OCTOPOXKHOCTb NPY UCMONb30BaHMN YCTPOMNCTBA Y OECCUMNTOMHbIX
NauMeHTOB.

= 3-6rokaTopbl OCcTaldTCA Tepanuen NepBoun NMMHNUN.

* PewweHne o BHegpeHun UKL 0ommkHO ObITb NPUHATO TOSbKO Nocne
TWaTeNnbHOro aHann3a prucka BHe3anHou cMepTh; KpaTKOCPOYHbIX U
OoNrocpoyHbIX puckoB nmnnaHtaunm UKL; npegnodyteHnn naymeHTa.



M-FACT Risk Score

—1 Point 0 Point 1 Point 2 Points
Event free on therapy Yes
for>10y
QTc, ms <500 >500 to <550 >550
Prior ACA No Yes
Events on therapy No Yes
Age at implant, y >20 <20

M-FACT indicates M for Minus 1 point for being free of cardiac events while
on therapy for >10y; F for Five hundred and Five hundred and Fifty millisecond
QTc; A for Age <20 y at implant; C for Cardiac arrest; T for evenis on Therapy;
ACA, aborted cardiac arrest. Modified from Ref 72.



Cumluative event free survival %

KyMynsaTrBHas BbDKHMBAEMOCTh 0€3 COOBITHI MJIsl IEPBOTO pas3psaa

KapAuoBepTepa=aePuOpUILIATOpa B COOTBETCTBUHU C YBEIIMYCHUEM I1OKA3aTENs

0 points (n=23)

pucka (M_FACT)
A =y Bcex mamueHToB B — y manmeHToB 0€3 OCTAaHOBKH cepaia

e | FORR— . 1point (n=64)
so | i. : i. - . L L L T
iy g SORSES 2-3 points n=103)
.H ------------------------- _ S
60 - y S
L
k!
e
40 - ‘e smme = 4-Spoints (n=34)
[ ——
20
P<0.001
0 ¥ 1 v ’ : -
0 1 2 3 4 S i
years

=

Cumluative event free survival %

O points (m=22)

Ay 1point (n=38)
| T
80 - -l
i i
Tl e 2pointsm=31)
60 - L = e e =,
| : o il s
3-4 points(n=33)
40 -
20 A
P<0.001
0 1 ) L) 1 ) L)
0 1 2 3 + 5 6

years

B TEUCHHE 7 JICT aJICKBaTHBIC pa3psIbl HE HAOIIOMATNCh HU y OJHOTO M3 TMAIMEHTOB, Y KOTOPBIX HE
OBLTIO HU OAHOTO U3 3TUX (PakTopoBy, 'y 70% manueHTOB, Y KOTOPBIX HAOIIONATUCH BCe (HDaKTOPHI



['BceM TEM, KTO NEPEXuns OCTaHOBKY CepALia Ha Tepajinu.

BOnbLUNMHCTBY 13 TEX, KTO NEPEXunn oCTaHOBKY cepaua 6e3 Tepanuun, 3a UCKITIOYEHNEM TeX,
Y KOro Oblifia npegoTBpaTumMmasi npuymHa.

[NauneHTam ¢ CuHKoNanbHbIMK 3NN304aMN, HECMOTPS Ha NOJTHYO A03Y [3-6rokaTopos,
korga nposeaeHme LCSD HEBO3MOXHO.

Bcem naynMeHToB ¢ CUHKONANbHLIMU 3NN304aMK1, HECMOTPS HA NOMHY A03Y [3-
brnokaTopoB u LCSD.

B ncknounTenbHbIX cnyyasax, peakum 6eccumnToMHble nauneHTam ¢ QTc> 550 Mc, y
KOTOPbIX TaKXe NPOABASOTCS MPU3HAKMU BbICOKOW 3MNEKTPUYECKON HECTADUNBLHOCTN,
HecMoTps Ha 3-brnokaTopbl 1 LCSD.

[ns nauneHToB ¢ JLN unm TS obbl4HO paccMmaTpuBaeTca BO3MOXHOCTb TPOMHOU Teparnuu:
B-6nokatopsbl + LCSD + ICD.



Veranoska 1€D mokazanas
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*Except under special circumstances, ICD implantation is not indicated in
asymptomatic patients who have not been tried on beta-blocker therapy




PexomMeHnaanuu 3KCNEPTOB M0 TepaneBTHYeckuM BMmelnareabcrBam LQTS
(Heart Rhythm, Vol 10, No 12, December 2013)

Kaacc |
1. CniegyloLine nsMmeHeHnst obpasa X1U3H1U peKoOMeHAYKTCS BCEM NauneHTam ¢ gmarHo3om LQTS:
A) N3beraHne npenapaTtos, yanuHsowmx QT (www.qtdrugs.org)

B) MoeHTndpukaums n koppekuus aHoManum arnekTponnToB, KOTOPble MOryT BO3HUKATb NpU Auapee, pBOTE,
MeTabonM4YecKnx COCTOSHUAX NN HecbanaHCUPOBaHHbIX ANETaX ANsi CHUXKEHUS Beca.

2. beta-6nokaTopbl peKoMeHAYHTCA NauMeHTam ¢ gMarHo3om LQTS, KoTopble:
A) beccumnTomHble ¢ QTc 2470 MC U / Unn

B) CuMmnTOMaTUYHbI NO CUHKOME UMW OOKYMEHTUPOBAHHOM XENYyA04YKOBOW Taxukapaum / dmbpunnaumm xenynodkos (VT
/ VF).

3. LCSD pekomMeHAyeTcA naumeHTam C BbICOKMM PUCKOM C AnarHo3om LQTS, y KOTOpPbIX:
A) ICD-Tepanua NnpoTuBoMnoKasaHa Unu OTKIIOHAeTCAa 1 / nnu

b) beta-6nokatopbl MO0 He 3G EKTUBHBI B NpeoTBpaLLEHN OOMOPOKOB / apUTMUIN, HE MEPEHOCATCS, He
NPUHUMAKOTCS UMK MPOTMBOMNOKAa3aHbI.

4. UmnnaHTtauma UKL pekomeHAayeTcs nauneHTam ¢ gMarHo3om LQTS, KOTopble nepexusin OCTaHOBKY cepaua.
5. Bce nauuneHTol LQTS, XenawLine y4acTBoBaTb B COPEBHOBATENbHbLIX BUAax CnopTa, AOMKHbI ObITb HanpasBrieHbl K



PexomMeHnaanuu 3KCNEpPTOB M0 TepaneBTHYeckuM BMmelnareabcrBam LQTS

(nponoxenne)

Knacce lla

6. BeTa-6nokaTtopbl MOryT UCMOMNb30BaTLCA Y NALUMEHTOB C AMarHo3om LQTS, KoTopble ABMNATCA 6€CCMMNTOMHBIMU NPU
QTc <470 mc.

7. UmnnaHtaumsa ICD MoXeT ObITb MOMe3HOM Yy NaUMEHTOB C AnarHo3om LQTS, KOTOpble UCMbITbIBAOT peLunamnBbl
CUHKOMarbHbIX COOLITUI, HAXoOACh Ha Tepanun beta-bnokartopamu.

8. LCSD MoXeT ObITb Mosie3Ha naumeHTam ¢ gnarHo3om LQTS, KOTopble UCTIbITLIBAIOT COOLITUS, HAXOASCb Ha Tepannu
beTta-bnokatopamm / ICD.

9. BriokaTopbl HATPUEBLIX KAHANOB MOTYT ObITb NOME3HbI B KAYECTBE AO0MONHUTENbHOW Tepanuun Ans naumMeHToB ¢ LQT3
c QTc> 500 MC, Y KOTOPbIX COKpalliaeTcs QTc Ha> 40 MC NOCre NepopanbHOro Tecta ¢ OAHUM U3 3TUX NTeKaPCTBEHHbIX
npenapaTos.

Kaacc Il

10. 3a ucknroyeHnem ocoboix crnydvaes, umnnaHtaumsa Kb He noka3aHa 6eccMnTOMHbIM NaumMeHTam LQTS, KOTOPbIM
He Ha3Ha4yanacb Tepanusa 6eta-bnokatopamu.



BEIBOABI

= LQTS xapakTtepusyerca doeHOTUNNYEeCKOU
BapnabenbHOCTbIO U TEHETUYECKOU FETEPOreHHOCTbIO
(TsKeCTb 3abonieBaHNsA 3Ha4YNUTENBHO BAPbUPYET Oaxe B
npegenax ogHon cembi).

= KNnnHmnyeckmne ocobeHHOCTN N 3P EKTUBHOCTb Pa3fNYHbIX
METOOOB NiedeHUsd B 3Ha4YNUTENbHOWU CTENEHU
onpenenarTca NopaXeHHbIM reHOM.

= HegonycTnMmMo cyLecTBoBaHME CUMNTOMATUYECKNX
nauueHTOB, OCTaBNEHHbLIX Oe3 Tepanun. [laxe no
COBPEMEHHbBIM CXeEMaM CTpaTUUKaLmm pucka nayneHThl,
OTHECEHHbIE K rpynre NOHMXEeHHOro pucka, MorytT UMeTb
puck BCC.



QT Prolonging Medications

Antimicrobials Antidepressants Antipsychotics Anticonvulsants Other Drugs
Atazanavir Amitriptyline ‘ Chlorpromazine Felbamate Moexipril
Azithromycin Citalopram . Clozapine Fosphenytoin Nilotinib
Bactrim Clomipraming Haldol Phenytoin Octreotide
Ciprofloxacin Desipramine Mesoridazine Oxytocin
Chloroquine Doxepin - Paliperidone Other Drugs Probucol
Clarithromycin Escitalopram Pimozide . Ranolazine
Erythromycin Fluoxetine Quetiapine Alfuzosfm Sunitinib
Fluconazole Nortriptyline Risperidone Astemlzo!e Tacrolimus
Foscarnet Paroxetine ! Sertindole Amaftt.adme Tamoxifen
Gatifloxacin Protriptyline [ Thioridazine B.eP"d_" Terfenadine
Gemifloxacin Sertraline - Ziprasidone Cl.sapnde ) Tizanidine
Halofantrine Trazodone Dl.phe.nhydramme Vandetanib
Imipramine Trimipramine Antiarrhythmics Sl L Vardenafil
Itraconazole Venlafaxine ' Amiodarone i;.amo't.udu‘::
Ketoconazole . ' Disopyramide C;:Igaonltr:mine
Levofloxacin Antiemetics Dofetilide ;
Moxifloxacin Dolasetron Cronedarone Indap.arfnde
Cfloxacin Do i Flecainide e
Pentamidine mpe.r wn0e ili Seomatiiany td

. : Dropendo| Ibutilide Lithium lq r“gs-org
Ritonavir Granisetron Nicardipine
Sparfloxacin : ; Methadone

Odansetron Procainamide

Telithromycin Quinidine
Voriconazole Sotalol
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