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& lMapouoiaon MEPLOTATLKOU

= Avbpag, 28 eTwv

= Tuxaio HKI eupnua o€ MPOANTITIKO EAEYXO

" [IPOCUYKOTILKO ETELOOOLO OTNV KOTIWON

" Etelc0610 alocOnuatoc mMaApwy HETA KATAVAAWON AAKOOA

= [Ipo £TOUC EMELCOOLO VUKTEPLVNC adpUTIVIONG, ailoBnpa otL Hev
UItopOoUOE va. avamveUoel, avadeEPEL OTL EByale KPAUYEC yLa
OUVEADEL Kal ixe avénuEVoUC TOAMOUC
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& MpoAnyn SCD

* Alayvwon
* AlooTpwpaTWOoN Kvduvou

~* Emidoyn) tng kataAAnAng Bepanelag




>UvOpopuo Brugada

Antzelevitch C et al, Europace 2017;19:665-694




§ Awtayvwon BrS

EVpnua XopOoLKTNPELOTLKA Class
Autopato turmou 1 |Quctoloyikn kapdla I
HKI
Tumou 1 HKI peta  |@uolohoyikn kapdia kat cardiac arrest A\oyw VF i PVT I
OOPUAKEVTLKNA QuaooAoyikn kapdia kot 1 TouAaxLloto amo: lla
doklpoaoia e AppUBLLKN CUYKOTIN N VUXTEPLVH aywviwdnc avarmvon
N eni MupeTOU * OLKOYEVELAKO LOTOPLKO BrS
* OLKOYEVELOKO LOTOPLKO atdpvidiou Bavatou (<45 €tn) pe
QPVNTLKA VEKPOTOMN Kol cuvOnKec UTTOTTEC yia BrS.
QuaoloAoyikn kapdia llb

Zeppenfeld K et al, Eur Heart J . 2022;43:3997-4126




® >uvbpopo Brugada

Manubrium
Sterni

leads

ECG JPEDIA.ORG




>UvOpopo Brugada

| P\/

L ——wf\/;" No—

Drugs used to unmask the Bn

Drug Administration
Ajmaline er 10 minutes  Intravenous
Flecainide er 10 minutes  Intravenous

mg Oral (41 ho
Procainamid 0 mg'ke over 10 minutes Intravenous

Pilsicainide 1 mgkg over 10 minutes  Intravenous

Antzelevitch C et al, Europace 2017;19:665-694

Brugadadrugs.org



B MpoAnyn SCD oe BrS

‘EvéeLén
Fevika pETPQ OMol oL a.0B¢eveic I
HOE Acupuntwpatikol aoBeveic pe avtopato tumou | HKIM b

Eudutevon ICD Cardiac arrest |
Avtopatn eppevovoa VT I

TOmou | HKT kot appUBLKH GUYKOTIA Ila
Oplopévol acupmtwpatikol aoBeveic pe mpokAnth VF katd tnv HOE pe €wg 2 Ektakta llb
epeBiopata
Euditevon ILR AoBeveiC UE CUYKOTIH OlyVWOTOU OLLTLOAOYLOLC lla
Kwidivn AocBeveic pe kprtnptla yia ICD aAld avtevdeikvutol i 6ev ival amodekto R €xouv |F)
emovalapBavopevec ekbopTioeLg
Iognpsva)\'wn i.v. |AoBeveic pe nAektpiki BueAAa lla
‘ j(qtd)\uon AcBeveig e emavalapBavopeveg dokiueg ekdpoptioelg ICD mapa tn dappakevTikn aywyn |(lla

Zeppenfeld K et al, Eur Heart J . 2022;43:3997-4126



[uvaika, 21 eTwv

|OTOPIKO ETTIANTITIKWY KPIOEWV

Agv AauBavel QapuUaKeUTIK aywyn

HAEKTPOAUTEC K. .

« QT 600 msec




® Congenital Long-QT Syndrome

* [oviSLakec petaAAacelc mou oxetiovtol
LLE aVWUAALEC oTnV KapdLaKn
ETIAVOLTTOAWON

* Auénuevo kivbuvoc epdavions KOLALOKwWY
appuOuLwv Kalt atdpvidlov Bavatou

* OL ouyvotepeC petalacelc epdavidovral
oTa yovidLa mou KwOLKOTIOLOUV TOUC
SLaUAOUC LOVTWYV KOALOU Kol vatplou

Ataro G, Trends Anaesth Critical Care.2017;14:3—-8




® Congenital Long-QT Syndrome

Normal ECG

* KAnpovopkn voooc (85%)
* EmutoAaopoc 21/5000 ewc 1/1000
* 13 Tovidla (LQTS1 ewc LQTS13)

* MetaAAaéelc oto 1blo yovidlo dev
TIPOKAAOUV TtAvTa TLC LOLeC EKONAWOELC




® lotopwkd

* AGUTTTWHLATLKOL N
° JUYKOTIN
* AloOnpa maApwv
* Kapdlakn avakormnn
* AtuTttec ekONAwoeLG (ave€nyntn cuykomn,
TIVLYHLOC 1 Tpoxailo atuxnua, «erttAnyiay)

* Meon nAwkia mpwtng ekbNAwonc 14 €tn
(oo 1 €Ttouc €Ewc 5"-6" dekaeTia)

* OLKOYEVELAKO LOTOPLKO

Ataro G, Trends Anaesth Critical Care 2017;14:3-8




® HKI otn Suayvwon LQTS

* HKI npeptac og vmttia r/kat opBla B€on
* AOKLLLOLOLOL KOTTWOEWC

* Juvexnc kataypodn HKI




® Métpnon QT oto HKT

QTc (Ba‘zzett)z 531 msec|

9T =520 msec (

, RR =960 msec

Jancauskaite D et al, J Clin Case Reports 2018;08




® Métpnon QT oto HKT

* MMoAAartAa HKT
* [Mo aélomiotn o€ cuyvotnta 60 bpm
* Antaywyec Il kat V5 Bl .

* Eélowoelc 6LopBwonc
* Bazett: QTc = QT /V RR

P wave PR QRS ST

° Frld erl C|a QTC = QT / RRl /3 Raas duration segment duration segment
* Framingham: QTc = QT + 0.154 (1 — RR)
* Hodges : QTc = QT + 1.75 (HR— 60)
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® HAektpokapbloypadpnua

470 msec, 99" percentile in males

480 msec, 99" percentile in females
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& Long QT syndrome

Recumbent Standing

e

Zeppenfeld K et al, Eur Heart J . 2022;43:3997-4126




® HKI og untdtumtouc LQTS
LQTS1 LQTS2 LQTS3




® Aokwpooio KOMWOEWC
LQTS1 LQTS2

J Xpovotpomnocg anavinon K.. XpOVOTPOTIOG AmAvTNon K.d. N 1 xpovotpormog anavinon
Mn Bpaxuvon QT Bpaxuvon QT ‘Evtovn Bpdaxuvon QT
MNapadtaon QT otnv avavnyn MNapataon QT otnv avavnyn Bpaxuvon QT otnv avavnyn

(>4 min)




® uvexnc kataypadn HKT

QT kal HKT" xapakTtnpioTika LQTS
gﬂopsl VQ TTOIKIAAOUV KOTA TN

IAPKEIO TNG NUEPAC:
« AlaAgiTrouoa Traparacn QT
* Bpaduappubuitg
- T-wave alternans
« T-wave notching
 Holter 12 amaywywv: MeTaBoAEG

aTn pop@oAoyia Tou KUpaTog T,
10iwG TN vUXTA




B Atayvwon LQTS

Findings

ECG

Clinical history

Family history

Genetic finding

QTc >480 ms

=460—479 ms

—450-459 ms (in males)
>480 ms during 4th minute
of recovery from exercise
stress test

Torsade de pointes

T wave alternans

Notched T wave in 3 leads

Low heart rate for age

Syncope  With stress

Without stress

Family member(s) with definite LQTS
Unexplained SCD at age <30 years in
first-degree family

Pathogenic mutation

Points

Zeppenfeld K et al, Eur Heart J . 2022;43:3997-4126



‘b Alrayvwon LQTS

Class

QTc = 480 msec n LQTS score >3

MaBoloyikn petadlaén aveéaptnta oo to QTc
QTc 2 460 msec o€ appUOLLLKN CUYKOTIN KoL la
arnovola devteponabouc mapataonc tov QT

Class
" Tevetkog eleyxog o€ kKAwLKN Sldyvwon LQTS I

Zeppenfeld K et al, Eur Heart J . 2022;43:3997-4126




B MpoAnyn SCD oe LQTS

Fevika HETPOL Class
Amtoduyn: I

* Qoappakwyv ou mapateivouv to QT

* HAektpoAuTikwyv dLatapoxwv

* ElOkwv triggers avaloya LLE TOV YOVOTUTIO
B-anokAelotec (Nadolol ) Propranolol) oe napatetapevo QT
B-amokAeloteg o maBoAoyikn petallaén pe puotodoyiko QTc |[lla
Meéidetivn oe LQT3 pe mapoatetapevo QT

Zeppenfeld K et al, Eur Heart J . 2022;43:3997-4126




=ﬁ MpoAnyn SCD oe LQTS




B MpoAnyn SCD oe LQTS

‘Evéelén

Eudutevon ICD

+ B-amokAeloteg o€ cardiac arrest

Y UUMTWHOTLKOL aioBevelc umo B-amokAELOTEC Kol ELOLKEC Beparmeiec pe Baon
TO YOVOTUTIO

YUUMTWHOTLKOL aicBevelc oTav ol B-amoKAELOTEG Kal oL ELOLKEC Beparmeleg e
Baon to yovotumo avievoeikvuvtol ] 6ev eival aVEKTEC

lla

Aocvuntwpatikol aocBeveic uPpnAou kivduvou pe Baon to 1-2-3 LQTS Risk
calculator

lib

Left cardiac
sympathetic
denervation

YUUMTWHOTLKOL aicBevelc omou avtevdeikvutal 3 6ev eival amodektn N
eudutevon ICD

JUMMTWHOTIKOL 0oBeveig OTav ol B-amoKAELOTEC Kal oL ELOIKEC Beparmeieg pe
Baon to yovotumo avtevoeikvuvtal ) SevV €lvol AVEKTEC

lla

(LCSD)

"LAE 1t 5 years=100%(1-0.9849143482exw(Prognostic index))
“where Prognostic Index = 0.01365x(QTc-469.9075194) + 0.83454xLQT2 + 0.94523xLQT3.

Zeppenfeld K et al, Eur Heart J . 2022;43:3997-4126




B MpoAnyn SCD oe LQTS

Ta

Syncope prior to
medical treatment

]

Aborted cardiac arrest

Patient with long QT syndrome

Asymptomatic patient
with or without pathogenic
mutation and
QT prolongation

l !

Asymptomatic patient with
pathogenic mutation
without QT prolongation

General recommendations® (Class 1)

Beta-blockers® (Class )

Beta-blockers® (Class lla)

SCNS5A mutation (LQT3): Mexiletine (Class I)

!

Arrhythmic syncope or

non-tolerated VA

under medical therapy

!
R

)

Medical therapy

\ﬂ/. contraindicated,

[ or not tolerated
!
G
v

LCSD
(Class lla)

Follow-up

ICD implantation
(Class lla)

ICD implantation
(Class 1)

If LQTI,LQT2 or LQT3,
assess arrhythmic risk
with genotype and QTc
(1-2-3-LQTS-Risk
risk calculator)
(Class lIb)

1

High risk features,
based on genotype
and QTc
1
46
v
ICD implantation
(Class llb)

—
-

Follow-up

ICD contraindicated,
declined or
recurrent ICD shocks

LCSD
(Class 1)

@ESC

Zeppenfeld K et al, Eur Heart J . 2022;43:3997-4126
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It's amazing what you don't see,
though. Even when it's right in front
of your eyes.

— Sara Shepord —
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