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Puc. 1. BapuaHThe!l pacnonoXxeHuma cermeHdTa ST.
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A — cermeHT ST Ha N30NTMHUN Hopma

B — ropmzoHTanLHas genpeccus NMwiemunuyeckoe noepexageHme
MuokKapaa

B — kocoHuncxoasauiasa genpeccua NMuwiemunuyeckoe nospexgeHume
Muokapaa, runeprpodnsa
Muokapaa

I — kocoBOCxOoasLlana aenpeccus NMuwiemunyeckoe nospexgeHme
Muokapaa, rmneprpodomuna
Muokapaa, Taxmkapaus

I — kopuiTOOOpazHasa genpeccusa HacuhiueHne/nepegosanpoeka
cepace4YHbLIMU MMKOo3naamm

E — snesauna NMuwiemunuyeckoe nospexageHume
Muokapaa
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® KopoHapuTbl BCTpeyatoTcs Npu pasindHbIX
MHPEKLMOHHbIX 3a601€BaHUSAX, PEBMATUYECKUNX
M HepeBMaTU4YeCKMX KapamTax, UHPEKLMOHHOM
dHAOKapauTe, CUCTEMHOU KpacHOW BOTYaHKe, CUCTEMHbIX
(nepBUYHbIX) BacKynnTax (TMraHTOKNETOYHbI
(BUCOYHbIN) apTEPUNT, apTEPUUT Takascy, y3e/IKOBbIN
nonnMapTepunT (KNnaccuyecknin), 6onesHb
KaBacaky, rpaHynemMaTtos BereHepa, cuHapom Hepaxxa —

CTt
ce
KO

DOCCa, MUKPOCKOMUYECKUN NOSIMAHTUNT, ONMYXONAX
nAua (BTopuyHble BackynuTbl). KnuHnyeckasa KapTuHa

DOHAPWTa OAHOTUIHA HE3ABNCUMO OT 3TUOJTOINMHYECKOIO

(haKToOpa U xapaKTepn3yeTcsa OCTPON KOPOHapPHOM
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Cunapom KaBacaku

® Cunapom KaBacaku, WIH CIU3UCTO-KOKHBIM JTUM(POHOAYISIPHBINA CUHIPOM,

IIpEeJICTAaBISAET COO0M OCTPO MPOTEKAIOIIEe CUCTEMHOE 3a00JIEBaHUE, KOTOPOE
XapaKTepU3yeTCsl pa3BUTHEM BaCKYJIUTa, IPEUMYIIECTBEHHO apTepUil CPEIHEro
KauOpa, ¢ 4aCThIM MOPaKCHWEM KOPOHAPHBIX U APYTUX BUCLEPATbHBIX apTepUi

N3menenus Ha OKI' MoryT ObITh 00YCIOBIIEHBI TOPAXKEHUEM KOPOHAPHBIX apTEpUi
(kopoHapUT, TPOMOO3bI M CTEHO3bI KOPOHAPHBIX apTepuil ), MOpakeHUEM IIPOBOIAILEI
CHCTEMBI CEP/IIa, MUOKAPJUTOM, ITIEPUKAPAUATBHBIM BBIIIOTOM.

B ocTpoii u nogoctpoi craguu CK HepeaKo BCTpedaroTcsl HECICU(PUUECKUE
msmenenns ST—T1: cmemenne cermenra ST BhIe MM HUKE W30IUHUH, YILIOIEHUE
v mHBepcus 3yo1a T . B 9TOT ke meproa MOT'yT MOSBIATECS Pa3IndYHbIE BAPHAHTHI
HApYyIIEHUS] PUTMA U TIPOBOJIMMOCTH.




OKI pebeHka 2 net c cnHagpomom KaBacaku




CuHapom bpyrapa

OnwucaH Brugada B 1992r.

[eHeTn4yeckoe 3aboneBanHune (mytauma 12 reHoB, TONbKO Y 5%
6onbHbIX MyTauma reHa SCNSA, otBevatouwiero Na* KaHanbl.)
HacnepoBaHue Nno ayTOCOMHO-A0OMUHAHTHOMY TUNy.

OKl-npoasneHua: 6a1oKaga npaBon HOXKKKM ny4dka lMica (B T.u.
HEeno/IHaA 1 Npexoasllas) B COMEeTaHUM C NOABEMOM
cermeHTa ST B V1-V3

Yactota o 1:1000 (B cTpaHax KOro-BoctouHon A3mun). Yauwe
BCTpeYaeTca y My»*4uH (8:1)

Ha3BaHMUA — «kHOYHaA CMePTb», KCTOHYLWMNE BO CHE»,
KYHOCUMbIE HOYHbIM AbABOJ/IOM».

Passutne BCCy nnu, ~ 45 net B Nnokoe u BO cHe. Tpurrep ansa
pa3sutna OX - anxopagKa




Brugada Syndrome
EKG Characteristics

Patients with Brugada have a pseudo-RBBB and persistent ST elevations in V1-V2.

Vi Vi
Type 1 Type 2
ST elevations 2 2mm ST elevations 2 2mm
Downsloping ST segment “Saddle back” ST-T wave configuration
Inverted T wave Upright or biphasic T wave




The ECG in Brugada syndrome

- Prolonged PR

- RBBB

- ST segment 1




U3smenenus uarepsajga PQ (PR)

QRS

Complex

PR Interval S

QT Interval




CuHapom Bonbda - NapknHcoHa - Yainta (cnHgpom
WPW)

BOJIHA BO3OY>KJICHHS OT OPEACEPAUN K KEIYI0UKaM PACIIPOCTPAHSIETCS I10
JOTIOJTHUTEIbHBIM MIPOBOAAIINM ITyTAM — Nyuykam Kenra, Mmunys AB
COCJIMHEHHE, CIEA0BATEIbHO, UMITYJIbC MPOXOAUT ObIcTpee. B CBSI3M ¢ 3TUM
Ha DKI MOABIAIOTCS XapaKTEPHBIE N3MEHEHUS: YKOPOUECHNUE MHTEPBAIIA
P-Q), ymmpenue u aedopmarius x)eayI09KOBOr0 KOMIUIEKCA 3a CUET
JeJIbTa-BOJHBI 1 BTOPUYHBIE U3MEHEHMS (Da3bl penoIspu3aliug




SKI npmnsHakum cnHgpoma WPW

V, OTpuuATensHan
i AeMTa-80AMA
p T /
0 '
S |

P~Q { pacumpenme
v e ORS

NOAOXOATONDHAR AEADTA-BO/INA




CuHapom unn deHoMeH?

CormacHo pekomenganusaM BO3, HeoOXoguMo pa3imydarh
«cuaagpoMm WPW» - coBokymrocts OKI' nposiBnenuii n
KIMHAYECKUX TIPOSBIIEHUI B BHJE MAPOKCH3MOB
CYIIPaBEHTPUKYIAPHON Taxukapauu u «penomed WP W» -
OKI' npossiieHus 0€3 OPUCTYIIOB MAPOKCU3MAIBHOU
TaXUKapIUH




Aputmunm n bnokagbl npu cuigpome WPW

® Penunpoknsie (kpyroseie) AB mapokcu3MallbHbIE TAXHKAPIHHU
cocTaBisrorT 0koso 807%

® C y3kumu kommuekcamu QRS (oprompomuas namkenymoukosas
Taxukapaus) u ¢ mupokumu komruiekcamu QRS (antuppomnas
HaJKEITyI0YKOBas TaXUKapIHs)

® Oubpuauusa npeacepayii - or 10 no 32%
® Tperneranue NpeaceParil - OKOI0 d7%
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CuHapom (dbeHoMeH) ykopodeHHoro pQ -
BEPOSATHOCTb Pa3BUTUA TaxmapuTtMmmn

® JIIJI(JIayna-T'anonra-Jlepuna) LGL
® KJIK(Knepu-Jlesu-Kpucrecko) GLC
® YCKOpEeHHOE NPOBEACHHUE JOMONHUTENBHBIM MyTsaM(TpakT Jxeiimca)

Hopma PQ)
® y rpynusix gereit - 0,10-0,12 ¢

® y siereil pomkonsHOro Bospacrta — 0,12—0,14 ¢
® 3 Bo3pacre 12-tu ner — 0,14-0,18 ¢




YonuHeHnbin pQ = AV 6nokaaa

[Tprunnel AV 610Kagb!
- BCJI ¢ npeobiagaHuemM BaroTOHUM

- BocnanurensHsle npoueccsl B oonactu AB coenuHenus (kapanuThl
pa3IMYHOI 3THONOTUH)

- TTocTMuoKapauyeckuii Kapanockiaepos (CToikoe yIIMHEHNe HHTEpBAa

PQ)

= Ilepeno3upoBKa npenaparoB Kalivs, CEpACUYHbIX INIMKO3H/IOB,
AHTUAPUTMUYECKUX CPEJICTB

- Hacnenctsennas gopma (cucTeMHas KpacHasi BOJTYAHKA y MATEPH)




ATpuoBeHTpuKynsapHas bnokaga (ABb)

HAPYUICHUE TTPOBEACHUS UMITYJIbCA U3 CUHYCHO-TIPEACEPIHOTO
Ha MPEICEPAHO-KEITYIOUKOBBINA Y3€II

® AB 6nokana I crenenn xapakrepusyercs yuinHenneM uarepsana P-Q
oonee 0,20 ¢ y B3pocusix u 6onee 0,18 ¢ y nereit

® Kaxnomy 3y6iy P coorBerctByeT Komiuteke QRS
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® AB 6510kapa 2 cteneHn moouTl 1 (C nepnoankon
CamonnoBa — BeHkebaxa) xapaKTepunsyeTcst
NocTerneHHbIM yaJIMHEHNEM nHTepBana PQ.
CnMnTtoMaTmMkKa ManoxapakTepHa.
[IlpOBOKALMOHHbIE TeCTbl A40CTAaTO4YHO
MH(POPMATUBHbI, HO MOTYT HECTM OMAcCHOCTb A1
3[J0POBbSA U JaXKe XU3HMN.

® AB 6510kafa 2 cteneHn MobuTL, 2 onpeaensieTcs
BbiMaZleHUEM XKENYJ04YKOBbIX KOMIJIEKCOB, YTO
yYKa3bIBaeT Ha HEMOJIHOE COKpaLleHue
KapAnanbHbIX CTPYKTYP.

™




" ABBNOKAAA 2 CTENEHWU HA SKr A

MOBUTL 1 flponyck cokpauienus
Wenyao4xa

b H T TEasEEE, AHEsE.

CARPIOERLAA
50 mm/sK» nocrenenuoe Y IUTHHHEHHE umepsana PO ../

MOLMUTL 2
II
[ i 4 MR =

50 mm/s K Bbinagenue yeny/04K0BbIX KOMMNEKCOB. J

PR uxTesanb! nocronxkbie, PQ uATEpBanbi
perynapHbie.




AB-6nokaaa III cTteneHmn
(nonHasn):

1,6

IKI npu3Haku:

[Tpyn AB-6noke 3 cTteneHun - noJsiHoe pa3oblleHune
npeacepaHoro un Xenyao4koBoro puTMoB U

CHMXKEHME Yncia cokpalleHnn xxenyaodkos ao 30-60
B MUHYTY U MEHbLLE.




U3menenust marepsana QT

QRS

Complex

R




He nytatb PQ n QT!

aHanun3 nHtepsana PQ Heobxoaum ans
OLEHKN Mpo8OOUMOCMU MEXKOY
fpeocepousamMuU U XKeryoodKamu,

aHanns3 nHtepesana QT nposoauTcsa aAns
OLUEHKU 8HYMpU»Xes1yoo4Kkoeou
rnposooumMocmul.




CunHgpom yonnHeHHoro nHtepsana QT (CYUNQT)

® B 1957 r. Ixxepsen, Jlanre 1 HenbcoH omucanu CUHIPOM,
XapaKTEPU3YIOLIUICI COYETAHNEM BPOXKIECHHOM IIIYXOTHI ¢ MPUCTYIIAMU
cunkore u3meHenusimMu Ha DK B Buze 6ombmioro yamuaenus narepsana QT u
BaesanHoi cmeptu. B 1964 r. Pomano u Yopa onucany aHaaoruuHbIi
CHHIPOM, HO 0e3 IIyXOThl. TpajuIMOHHO BLIAEISIN ABE (POPMBI BPOKIEHHOTO

CYUQT:

® 1. Cungpom Ixepsena — Jlanre — HunbcoHa, ¢ ayToCOMHO-PELECCHBHEIM
TUIIOM HACJIEIOBAHUSA

® 2. Cunnpom Pomano —VYopaa — HacaenyeTcss ayToCOMHO-JOMUHAHTHO
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BpoxaeHHoe yanuHeHune Q-T (wutepsan QT > 440
MCeEK)

® Hacnencreennsiii cunaapoM (cuHapoMel) yaauHeHHoro uarepsana Q—T
BCTpedaercs_y HoBopoxaeHHbIX ¢ yactoroi 1:2000 wu
xapakTepusyercs ymuHerHnem uarepsana Q-1 wa cranmapraoit OKT, ¢
BO3MOKHBIM PA3BUTHEM KEITYIOUYKOBOM TaXMKapAuu Tuna < OupysT.> ,
CUHKOIAJIbHBIX COCTOSIHUM, CJIy4aeB BHE3AIMHOU KapAUAIbHON CMEPTH.

® B nacrosiiee BpeMs BhIIENEHB 15 MONEKyISpHO-reHeTHYECKIX

BAPHUAHTOB CHUHAPOMA

® OcHOBHOW NpMYMHOM 3abo1eBaHMA ABAFeTCa HacneaCcTBeHHas

KaHasnonatuma, o0bycnoBneHHaa myTaumen paga reHoB, KOAUPYHLWMX
6enKM TpaHCMeMBpPaHHbIX KafMeBbiX M HATPUEBbIX MOHHbIX KaHa/10B.

™




Hurepsan QT (Bpoxaennblii uiu
NpHOOPETEHHbII) SIBJISACTCS
MapKepPOM MHOKeCTBA 32a00/1eBAHUH,
O00IUM JJISI KOTOPbIX SIBJISETCH
BBICOKHH PUCK Pa3BUTHA
KU3HEYTI'POKAIOIIUX APUTMHUHU U
BHE3AITHON CMEPTH
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3ABOJIEBAHNA, ACCOUNMNPOBAHHbBIE C YOITMHEHWEM
MHTEPBAIA QT

® CepacyHO-COCYIUCThIC MperapaTel: AapeHainHd, DdeapuH, KaBuHTOH
® AHTUTHCTaMHHHBIC mpenaparbl: AcTeMu3oi1, TepdeHaanH

® AHTUMHUKPOOHBIE Mpernaparbl: pUTPOMHULINH, KiapuTpomMuliyH,
Aszutpomuiiyd, Crimpamuniyd, KnuagamunuH, baktpum, M3oHnaszua

® AHxTuMasgpuiiHble nipenaparel: HanodanTpus.

® TPpUIMKINYECKUE U TETPALUKINYCCKUE aHTUACTIPECCAHTHI:
AMUTPUNPTUIMH, Manpotuinnd, PeHoTnasun, XJiopnpoMa3suH




YonuHeHne QT

® Hewnponentuku: 'anonepuaon, Xmopajiruapar

® AHTaroHMCThl cepoToHuHa: Kerancepun, 3umMenanH

® [‘acTposHTeposiornyeckue npenaparbl: Iuzampan

® /luyperuku: Mumamnamun

® Awnturpu0OxoBsie npenaparbl: Keronazon, ®mrokonaszon, MtpakoHazou

® /Ipyrue npenaparsl: Kokausn, [IpoOykon, IlanaBepuH, AAEHO3MH,
benpuaun, [Ipenunamun, JIngodnasun, Tepoaunux




YonuHeHne QT

® OtpaBiieHUS: PTYThIO U OPraHo()OCHOPHBIMU HHCEKTULIUIAMU

[ _ BHeKTpOHI/ITHBIe HAPYIICHUWA: TSKCJIAA THIIOKAJIUCMUA, THIIOMAI'HUCMUSI,
I'MITOKAJIbIITUCMU A

® /[pyrue cocTosiTHUA: HU3KOOEIIKOBAs AUETa

® 3a0osicBaHMs: HEPBHAS AHOPEKCUS, MHTPAKPAHUAJIBHBIC U
cy0apaxHOHJAILHBIC KPOBOM3IUSIHMS, MOIHAsA AB Onokana, CHHycoBas
Opaaukapavs, MUOKaApJIUTHI, KapJAHUOMHUOIIATUH




nonMmMmopdHas Xenygo4koBasa Taxmkapama Tuna

«MUPY3T»
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YkopoueHnune QT (mHTepan QT < 300 mcek)

BriepBble aaHHbI cuHgpom (Short QTS) onmncan B 2000 roay,
pPacnpoCTpPaHEeHHOCTb €ro cpean HacerneHnsa B HacTosILLEee
BpPEMS €Lle Maro n3y4yeHa.

OCHOBHbIMU KIMMHNYECKNMU MPOSIBIIEHNUAMUN 3aboreBaHns
SABMAKTCA CMHKONAlbHbIE COCTOSIHUA, OOYCNOBMNEHHbIE
napokcuamamm Ol n xxenyqo4ykoBou Taxnukapaumn, YTo
CONPOBOXOAEeTCA NOBbILLUEHHLIM PUCKOM BHE3aNHOM cepaeyHo-
COCYOMUCTOUN CMEPTU

CyLLEeCTBYIOT BPOXAEHHbLIN N MPUODPETEHHbIN BapUaHThI
yKopo4eHua nutepsana QT




B HacTosLllee BpeMsa OnNmMcaHo NATb reHETUYECKNX
NoATMNOB CMHAPOMA YKOPOYEHHOro nHTepeana QT
(SQT1-5) c ayTOCOMHO-AOMWUHATHOW Nepenayen,
CBA3aHHbLIX C MyTaUUAMU B NATU PaA3NUYHbIX reHax,
KOQUPYOLMX Kanuesble 1 KanbLneBble
TpaHCMeMOpaHHbIe NOHHbIe KaHarnbl (IKr, IKs, 1K1,

1Ca).




e

BropuyHoe ykopodeHue nutepsana QT

® Tsxenas rmnepkanbunemusi, o0ycnoBneHHas
rmnepnapatmpeonan3mom, 3abonesaHNAMN NOYeEK,
OCTEeONUTUYECKMMM ddopMaMm paka, NPUeMOM TUA3UOHbIX
ONYPETUKOB, NMUTUSA U BUTaMuHa D.

® creayeTt OoTMETUTL cuHAOpOM bpyraga, cMHOPOM paHHEN
penonapusaunmn Xxenyagovykos, 4EKOMMNEHCUPOBAHHbLIWM aunaos,
BNUAHWUE gurntanunca, atponnHa u KatexonamMmmnHoB.

® [lepBMYHOE 1 BTOPMYHOE YKOpPOYEHNE nHTepBana QT yBenuymBaeT
PUCK apUTMOTrEHHbIX COObITU.




