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CuHOpPOM YASIMHEHHOIO MHTEpPBana
QT

e BpoXxaeHHbIU CUHAPOM yANUHEHUA UHTepBana QT - B ero
OCHOBE JIEXWUT MYTauus FEeHOB, OTBETCTBEHHbLIX 3a CUHTES
benkoB-cyobeanHuL NOHHbIX KaHanos MemMbpaHbl
KapauoMUOLINTOB.

 NMpnobpeTeHHbIN CUHAPOM yANMMHEHUA UHTepBana QT — B
pes3ynbrarte BHELWHUX BIIUSAHUN:

HapylleHUsa  9fieKTponuTHoro 6GanaHca (runokanuemus,
rMnoMarHmemMms);

BO3EeNCTBUSA NeKapCTBEHHbIX npenapartoB

(aHTMapuTMMYeckme cpeactBa: ONoKaTopbl  HATPUEBLIX
kaHanoB _noarpynn A n C, KopOapoH U €ero adaroru,
deHOTUA3UHbI (aMUHa3uH), TPULIMKIINYECKNE
aHTuaenpeccaHTbl, HEKOTOpble aHTUTMCTaMUHHbIE Npenaparhbl

(actemunson, TepdeHeanH), 3pUTPOMULLAH.
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FIGURE 32-2 Probabilistic nature of LQTS genetic testing. Depicted are the three major ion channels involved
in LQTS, with areas of probability of pathogenicity shown for mutations localizing to these respective areas. Even
though “radical” mutations have greater than a 90% probability of being a true pathogenic mutation, the level of
probability for missense mutations varies depending on their location for each channel protein. Missense mutations
residing in red-shaded areas have a high probability (>80%) of being pathogenic, those in blue are possibly (51% to
80%) pathogenic, and those in yellow-shaded areas truly represent variants of uncertain significance (VUS, <50%
probability) clinically. ctNBD = cyclic nudeotide binding domain; PAC = PAS-assodated C terminal; PAS = per (period
circadian protein) arnt (aryl hydrocarbon receptor nuclear translocator protein) sim (single-minded protein); SAD =
subunit assembly domain.

Braunwald’s heart disease : a textbook of cardiovascular medicine / edited by Douglas L. Mann,
Douglas P. Zipes, Peter Libby, Robert O. Bonow, Eugene Braunwald.—10th edition.



BpoxxOeHHbIU cUHOPOM YOrUHEHUS
uHmepeana QT

e AYyTOCOMHO-OAOMMHAHTHbIXK TUN - cuHapom PomaHo - Yopaa,
pacnpocTpaHeHHOCTb 1 : 2500, BKNoYaeT noatunbl LQT1-6 1 LQT9-13,
XapakTepusyeTcs n3onmpoBaHHbIM yANMHeHUeM nHTepBsana QT;

e AYTOCOMHO-OOMMHAHTHbLIA TUMN C  3KCTpakapAuarbHbIMMU
NPOABNEHMUAMMN, KOTOPLIA [Jarnee noapasfensioT Ha crneaywouime

noaTunbI:
— LQT7 (cuHppom AHaepceHa-TaBwuI), Npy KOTOPOM
yannHeHmne QT coveTaeTcs C BblpaXXeHHOU U-BOSTHOW,
nonumopdHon wnu asyHanpasnieHHon KT, nuueBbiM

aMcMopdusMoM U runep/rMnokarMeMnUYeckum  Nepuoamnyecknm
napanm4om

— LQT8 (cuHapom TUMOTHM), AN KOTOPOro XapakTepHbl YONUHEHWE
QT, cuHaakTUNus, Manbcdopmaumm  cepgua, PacCcTPOMCTBA
ayTUCTUYECKOro crekTpa n gucMmopdmnsm;

e AyTOCOMHO-peueccuBHbin TUn - cuHapom [xepBenna-JlaHre-
HunbceHa, AnA KOTOPOro XxapakTepHO BbIpaXeHHoe ydsnuHeHue

UHmMepeasna QT U epo)xXdeHHasi 2Jiyxoma.
2015 ESC Guidelines for the management of patients with ventricular arrhythmias and the prevention of
sudden cardiac death
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FIGURE 32-3 Genotype-phenotype correlations in LQTS. Seventy-five percent of cases of clinically strong LQTS are
due to mutations in three genes (KONQT, 35%, KOVH2, 30%, and SCNSA, 109%) encoding for ion channels that are
critically responsible for orchestration of the cardiac action potential. Genotype-phenotype correlations have been ob-
served, including swimming/exertion/emotion and LQT1, auditory triggers/postpartum period and LQT2, and sleep/rest
and LQT3.

Braunwald’s heart disease : a textbook of cardiovascular medicine / edited by Douglas L. Mann,
Douglas P. Zipes, Peter Libby, Robert O. Bonow, Eugene Braunwald.—10th edition.
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Figure 2

THE LONG QT SYNDROME AND TORSADE DE POINTES
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8. Inherited primary arrhythmia
syndromes

8.1 Long QT Syndrome
8.1.1 Definitions and epidemiology

Diagnosis of Long QT Syndrome (in the absence of
secondary causes for QT prolongation)

Recommendations

LQTS is diagnosed with either

— QTc =480 ms in repeated 12-lead
ECGsor

— LQTS risk score =3.4%!

LQTS is diagnosed in the presence of a
confirmed pathogenic LQTS mutation,
irrespective of the QT duration.

ECG diagnosis of LQTS should be
considered in the presence of a QTc
=460 ms in repeated 12-lead ECGs in
patients with an unexplined syncopal
episode in the absence of secondary
causes for QT prolongation.

ECG = electrocardiogram; LQTS = long QT syndrome; QTc = corrected QT.

*Class of recommendation.
“Level of evidence.
“Reference(s) supporting recommendations.

TasLe 2. 1993 LQTS Diagnostic Criteria

Points
ECG findings*
A. QT
=480 msec'? 3
460-470 msec'? 2
450 msec'? (in males) 1
B. Torsade de pointes$ 2
C. T-Wave alternans 1
D. Notched T wave in three leads 1
E. Low heart rate for age§ 0.5
Clinical history
A. Syncopet
With stress 2
Without stress 1
B. Congenital deafness 0.5
Family history|l
A. Family members with definite LOTS# 1
B. Unexplained sudden cardiac death below age 30
among immediate family members 05

LQTS, long QT syndrome.

*In the absence of medications or disorders known to affect
these electrocardiographic features.

+QT, calculated by Bazett's formula, where QT.=QT/VRR.

$Mutually exclusive.

§Resting heart rate below the second percentile for age.*

| The same family member cannot be counted in A and B.

#Definite LQTS is defined by an LQTS score =4.

Scoring: <1 point, low probability of LQTS; 2 to 3 points,
intermediate probability of LQTS; =4 points, high probability of
LOTS.

Schwartz PJ, Moss AJ, Vincent GM, Crampton RS. Diagnostic
criteria for the long QT syndrome. An update. Circulation
1993;88:782-784.



[MTokasaHus K rocnutanusauum npum
nNpPMoopeTeHHOM CMHAPOME YAJNIMHEHUS

UHTepBana QT

QTc > 500 mc;
YBenuyeHune QTc Ha 60 MC OT UCXOOHOIO;

YOonuHeHue nHtepsana QT conpoBoXaanoch
CUHKONanbHbIM COCTOAHUEM;

N3meHeHns Ha OKI: anstepHauua syoua T, AB-
brnokapga, pacwmpeHue komnnekca QRS,
XKenyao4ykoBas 3KCTPaCUCTONUA.



yKenynodkoBagqa Taxmkapousa Tuna
«MNPYaT»

« Kapanosepcus;

* BHyTpMBEHHOE BBEAEHME MgSO, 2T (8
MMOIb) O0ONOCHO, ECINK NAPOKCU3MBbI
peunanBUPYIOT - HA4aTb NOCTOAHHYIO
MHJOY3UIO;

 BpemeHHasa TpaHCBEHO3Hasd
KapOanoCcTUMYNALUnS;

« Hopmanusauyusa anekTponuTHoro 6anaHca,
KMCMOTHO-LLLENOYHOIO COCTOSAHUS.



BpemeHHasa TpaHCBEHO3Has
KapAnoCTUMYNALNS




8.1.2 Approach to risk stratification and management

Risk stratification and managementin Long QT
Syndrome

Beta-blockers are recommended in

patients with a clinical diagnosis of LQTS. =

ICD implantation with the use of beta-
blockers is recommended in LQTS
patients with previous cardiac arrest.

436-
438

Beta-blockers should be considered in
carriers of a causative LQTS mutation
and normal QT interval.

67

The following lifestyle changes are
recommended in all patents with a
dagnosis of LQTS:

(z) Avoidance of QT-prolonging drugs
(http/iwww crediblemeds.org).

(k) Corraction of electrolyte
abnomalities (hypo<alaemia,
hypomagnesiemia, hypocalcaemia)
that may occur during
diarrhoea, vomiting or metzbolic
condtions.

(c) Avoidance of genotype-specific
triggers for arrhythmias (strenuous
swimming, espedially in LQ™S1, and
exposure to loud noises in _QTS2
patients).

434

ICD implantation in addition to
beta-blockers should be considered in
LQTS patients who experienced
syncope and/or VT while receiving an
adequate dose of beta-blockers.

439

Left cardiac sympathetic denervation

should be considered in patients with

symptomatic LQTS when

(2) Beta-blockers are either not
effective, not tolerated or
contraindicated;

(b) ICD therapy is contraindicated or
refused;

(c) Patients on beta-blockers with an
ICD experience multiple shocks.

Sodium channel blockers (mexiletine,
flecainide or ranolazine) may be
considered as add-on therapy to shorten
the QT interval in LQTS3 patients with a
| QTc =500 ms.

Implant of an ICD may be considered in
addition to beta-blocker therapy in
asymptomatic carriers of a pathogenic
mutation in KCNHZ or SCN5A when

441-
443

67

QTcis =500 ms.
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