CUHIPOM HA PAHHA PEIMOJIAPU3ALINS -
BE30BUOHA EJIEKTPOKAPONOIPA®CKA
HAXOOKA
WIn 3/1I0KAYECTBEH MMPOAPUTMUYEH
BEJIEI!




“KakTo nmoBeYyeTo Hella B XXMBOTAa, HelwlaTa
MbpBOHa4YanHoO cMATaHn 3a 6e300buaHw,
MoraT ga npuynHaBaT rnoBedye Bpega oT
OYaKBaHOTO."



OnpeaeneHue

PaHHa penonapu3aumga zsss:

enesauus B Toyka J
cnueaHe B kpaa Ha QRS v Havanoto Ha ST
Ha3bOBaHe Ha HM3XOAALWOTO paMo Ha R, o3Ha4YaBaHO KaTo J-BbIHA

BONbOHaTa ST-eneBaunsa =21 mm
MNONOXUTENHU T-BbJ1HU
B ABE CbCeaHU OTBEXOaHUS
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NcTopus

1936 r. — Shipley n Hallaran — 6enera Ha PPI1
1938 r. — Tomaszewski — J-BbJ1Ha

1961 r. - Wasserburger n Alt

Klatsky n cu1p. — onpeaensart yectota ot 0.9% B
obuwaTa nonynauus

1984 r. — Otto n cbTp. — “OeHurHen nn e CPPI1°?
1999 r. — Gussak n Antzelevitch — npegonarar, 4e
CPPI1 B HAKOWM cny4an moxe ga 6bae manurHeH
2008 r. — Haissaguerre n Nam onpeoenar
nedpuHnTmnBHoO Bpb3kata mexagy CPPI1 n KM
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PaHHa penonapusauua n BBC

Haissaguerre M. at al. NEJM, 2008

206 nauneHTn ¢ ugmonatnvHo KM u 415 3gpasu, 6e3 PPT1
PPI1 e curHndgukanTHo no-yecto npun NIKM (31% vs. 5%,
p<0.001)

[MoBTOpHM enn3oau Ha KM ca aBa nbTu NO-4eCcTu Npu Te3n C
KM n PPI1 B cpaBHeHune ¢ Te3un 6e3 PPI1 (HR 2.1, 95%, CI
1.2-3.5, p=0.008)

AMnNnunTygaTta Ha paHHa penosiapusaumna Kopenvpa c pucka 3a
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PaHHa penonapusauyusa n CC-cMmbpT

Tikkanen JT et al. NEJM, 2009

10864 dpmHnaHaum ot nonynauymoHoto “CHD” npoyyBaHe
[Mpocnegenn 3a 30 +/- 11 roanHn
UectoTta 5.8% Ha PPI1

YMmepeH edekt Bbpxy CC-CMbPTHOCT — OTHOCUTENEH PUCK
1.28 (1.04-1.59), p=0.03

PUCKbT HapacTBa Cc yBenuyaBsaHe Ha amnnutygarta Ha PPI1
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O6wum xapaktepuctmku Ha CPPI

Uectota — 1%-13% B obwata nonynauua (npu CT >/=
0.2 mV, yectoTta — 0.33%-0.7%)

[Mpun naumeHTn ¢ KM — 23%-42% (60% B Manku npoy4BaHus)
Bb3pact — 39 r. (16-80), npeobnagasa npun mnagn v Ha
cpeaHa Bb3pacT
[Mon — no-4yecT npu mbXxe — 87% n 33% npu KeHu
Paca — YepHOKOXWU 1 asmaTtuym
[lo-4ecT npw:

AKTMBHO CnpoTyBaLLM

Ynotpeba Ha KokauH
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[MaTodusnonorus

1991 r. Antzelevitch n cbTp. npeanonarat, Ye HaNM4YNETO Ha
TpaHCMYypaneH rpagueHT no Bpeme Ha paHHUTe pasun oT
aKLUMOHHMA noTeHuuan — dgasa 1 n 2, e npuynHa 3a nogdsa Ha
J-BbnHaTta Ha EKI
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[MaTopusnonorus
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Buaose PPI1

Cnopep nokanusauusTa:

Twn | — npeanMHO NokanuanpaH B obnactTa Ha naTepanHuTe
npekopanarnHu oTeexaaHusa — Han-4eCcTo cpeLlaHns TMn Npu Mriaau
CNpOTyBaLLKN MbXe, bBeHUrHeHa NporHosa

Twn Il — nokanusauna npeguMHo B 4OSTHUTE UMK OONHO-NaTepanHure
OTBEXOaHWS, acoummnpa ce ¢ YMepPEH pUCK rno oToHweHne Ha BCC

Hanunuue Ha eneBaums > 2 MM Ce acoLumpa CbC 3HaYMTENEH PUCK 33 PUTBMHA
CMBPT

Twn lll — egHOBPEHHO B OONHUTE, NaTtepanHnuTe N OecHW oTBeXxaaHus,
acouumpa ce CbC 3Ha4YMTENHO MOBULLIEH PUCK 3a CMbPT/eneKkTpnyecka
bypsi, Han-paAObK BapuaHT

Twn IV — cHopom Ha Brugada

ano C. and Antzelevitch Ch., “Phenotypical Manifestations of Mutations in the Genes Encoding Subunits of the Cardiac Voltage-Dependent L-Type Calcium Channel “, Circ Res. 20
7-618



Buaose PPI1

AHaTOMWYHa Nokann3aumns

EKI oTB. ¢ J-BbHa/ST-eneBaums

Bnumauue Ha amnanTyaata Ha J-
Bb/IHaTa/ST-enesauuaTa npu:
1CY 1 nay3su

onokepu Ha Na-KaHanm

Mon

KM

OTroBop KbM XUHUANH

OtroBop kbM Isoproterenol

['eHHa myTauma

AHTeponaTepasiHa CTeHa Ha

JIK
l, V4-V6

T
Mauiko niv 6e3 edpekt

Mbxe

Pazko, 4ecTo cpeLLaH npu

3/1paBM MbXe 11 aTNeTH

Hopmanusupa ST-

enesauuaTa u npegnassa ot

KT/KM

CACNA1LC, CACNB2B

[lonHa cteHa Ha JIK

I, 111 aVF

)
Masiko nnv 6e3 edpekt

Mbxe

fla

Hopmanusupa ST-
ene.auusTa u
npegnassa ot KT/KM

KCNJ8, CACNALC,

/siBa 1 fisicHa kamepa

no6anHo

)
Mauiko nv 6e3 edpekt

Mbxe

[la, enektpuyecka
oypst

Jinnca Ha faHHu;
Hopmanusupa ST-
efnesauuaTa n
npeanassa ot KT/KM

Jinncear faHHu

CACNA1C

[lacHa kamepa

V1-V3

Mbxe

[la

Hopmanusupa ST-

enesauuaTa u npegnassa ot

KT/KM

SCN5A, CACNAI1C,

CACNB2B CACNB2B, GPD1-L, SCN1B,

KCNE3, SCN3B, KCNJ8
Antzelevitch Ch. and Yan G., “J Wave Syndromes” Heart Rhythm. 2010 April ; 7(4): 549-558.



Buaose PPI1

Cnopep nporHo3ara:

11

JIOKalnn3auunad B AOJIHNTE OTBEXOAHNA UITN T1100aJTHO pa3ripoCTpaHeHUe Ha
PP

Hunaxopgsawa nnu xopnsoHTtanHa ST-enesauns
HasbbBaHe B kpas Ha QRS-komnnekc

\., Sacher F., Shah A., et al.”Early Repolarisation Syndrom: Epidemiology, Genetics, and Risk Stratification”, in Electrical Diseases of the Heart, Second Edition, Springer-Verlag, L
olum 1, p.537-550.
< Kaoppos K and Manolis A “Earlv Repolarization: Not Benian Anv More The J-Wave Svndromes” Hosbpital Chronicles 2012 7(4) 215—-228



PuckoBa cTpatudpukayus

CnyyanHoTo anarHoctuumpaHe Ha PPIT npu pyTUHEH, MeOULIMHCKM,
nperpen He TpsibBa aa ce onpeaenst Kato BUCOK puck 3a BCC
BepositHocT 3a BCC npu PPI1 e 1:10000 (3.4:100000 Ha 11:100000)

benesu:
ST eneBayma=2 mm
[Mpu nauneHTn ¢ KM un PPI1

BHe3anHa nosiBa n npoMsaHa B amnnmMtygaTta Ha ST eneBaums
XopuaoHTanHa unu gecueHgeHTtHa ST-enesaund
Nokanunsauusa Ha PPIM/Tp-Te u Tp-Te/QT-oTHOWweHNe/EDIN?

AHamMHe3a

damunHa aHamHesa

J-Bb/Ha Amvnautyga
Jlokanusaums
Bug

ST-cermeHt

CuHkon
BCC
>0.2 MV

nobasiHo, BK/OYBALLO
JonHata cTeHa Ha JIK

Ha3bboBaHe

XOpuU30HTasHa Ui
[ECLiEHAEHTHA

ACUMMTOMHU
He
<0.2 MV

JNatepanHa cteHa Ha JIK —
V/5-V6 oTB.

Bbp30 Bb3XoAALA
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JleyeHue

ENeKTpoLLOK
Isoproterenol — 1 yg/muH. ¢ Tapret 20% yBennyasaHe Ha CH unu
gocturaHe Ha CH >90 ya/mMuH. n TutpupaHe Ha gosarta 4o eekT
Chinidine — npegnasea oT peunams Ha KM

AmMunogapoH, 6-bnokepu, nponadeHoH n ap. — 6e3 edekT
KaTteTbpHa abnauns Ha paHHu KE Tpurepupawimn KM un Ha
noteHuuanu Ha NypknHume
ICD — nHankauun:

Class | 1. ICD implantation is recommended in patients with a diagnosis of ER syndrome who have

survived a cardiac arrest
Classllb | 4. ICD implantation may be considered in symptomatic family members of ER syndrome

patients with a history of syncope in the presence of ST segment elevation >1mm in 2 or
more inferior or lateral leads

5. ICD implantation may be considered in asymptomatic individuals who demonstrate a
high-risk ER ECG pattern (high J-wave amplitude, horizontal/ descending ST-segment) in
the presence of a strong family history of juvenile unexplained sudden death with or
without a pathogenic mutation

Classlll | 6. ICD implantation is not recommended asymptomatic patients with an isolated ER ECG

pattern Priori SG and al HeartRhvthm EP Euronace and Journal of Arrhvthmia




“6eHUrHeH A MmasaurHeH"”

PPI1 He TpsibBa Oa ca npuema KkaTto 4obpoKavyecTBEH UK
3noKa4vyecTBeH “a priori”, OCBEH ako He ce AoKaXe NMPOTUBHOTO
Hanuue ca gocta HEM3BECTHOCTU NO OTHOLLEHWE HA TO3U CUHAPOM
— NMPUYNHU, TEHETUYHU NPOMEHU, TOYHU NATOrEHETUYHU
MEeXaHU3Mn, TepaneBTUYHN CTpaTErMn N Bpb3Ka ¢ Apyrn nogobdHu
cuHagpomm — cnHapom Ha bpyraga, cuHapom Ha ckbeceH QT-
NHTEpPBan u ap.

Heobxoanmo e cb3gaBaHETO Ha NPOCNEKTUBHU PEMUCTPU 3a
ObNroTpanHo npocrieaaBaHe, n3paboTBaHe Ha TOYHU KNUHUYHK
Kputepumn 3a gudepeHumpaHe Ha BUCOKOPUCKOBM MaLNeEHTU
(BapmabunHoct Ha CYH, TypboneHumnsa Ha CH, MnkpoanTepHaHc Ha
T-BbnHaTa aHanus u gp.)

AcumnToMHKM nauneHTn ¢ nsonupad CPPI1, 6e3 apyrmn benesu 3a
ManurHeHa apuTMmnSA, He ce HYXXOasT OT AOMbIIHUTENHN
n3cnegBaHns N neyvyeHme

“no-pobpe npeanasnuem, OTKONKOTO Be3pas3nuyHm U HEMBbPINBA®



BJIATOAAPA 3A BHUMAHUETO!

recognize a mistake
when you make it
again.




	Д-р М. Стоянов, НКБ
	?
	Определение 
	История 
	Ранна реполаризация и ВВС
	Ранна реполаризация и СС-смърт
	Общи характеристики на СРРП
	Патофизиология 
	Slide 9
	Видове РРП
	Slide 11
	Slide 12
	Рискова стратификация
	Лечение 
	“бенигнен или малигнен”
	БЛАГОДАРЯ ЗА ВНИМАНИЕТО! 

