CAHKT- IIETEPBYPI'CKIU TOCYIAPCTBEHHBIU
VHUBEPCUTET
MEJNIINMHCKUUN ®AKYJIBTET

Cunapom bpyraaa

HNoxmaguuk: CrenouknHa AnHa MuxaiioBHa,

306 rpyrmma



BHe3anHas cepaeyHass CMepTh

Bue3annasa cepaednas cMmepth (BCC) sBiasieTcss oqHOM M3 BEAYIIUX NPUYMH CMEPTHOCTHU B
pPa3BUTHIX cTpaHax. Hacrora ee pa3BuTua cocTaBiseT 15—20% oT BCeX HEHACUIIbCTBEHHBIX
CIIy4aeB CMEPTH.

3a0o0JeBaHusl, aCCOLIMUPOBaHHbBIC ¢ BHICOKUM pruckoM BCC B M0J10J10M BO3pacTe:
* CHHIPOM BHE3AITHOM CMEPTH MJIAJICHIICB

* CHHJPOM YIJMHEHHOro uHTepBaia Q—T

* CHHAPOM BHE3aITHOM HEOOBbSICHUMON CMEPTH

* AQpUTMOICHHAS JUCIUIA3Us IIPABOTO KEITyI04YKa

* UINOIATUYECKYIO (PHOPUIIIAIINIO KEITYTOYKOB

* CUHIpPOM bpyrana



Cunapom bpyraaa

Cunapom bpyraga — ceMEWHBINM, TECHETUHYECKH HACIICAYEMbIA CHHJIPOM, OTHOCSIIUMCS K
KaHAJIOIIATUSM.

B 1992 1. ucnanckue kapaumonoru, Oparbs Pedro m Josef Brugada, Bmepsblie ommcamm
KJIIMHUKO-3JICKTPOKAPAUOTpaPpUIE€CKUN CUHAPOM, OOBEIUHSIIONIAN YaCThIE CEMEUHBIE CITyYau
CHHKOIIAJbHBIX COCTOSSHUM W/MJIM BHE3allHOM CMEPTH BCICACTBUE MOIUMOP(PHOMN
KEITYTJOYKOBON TaXUKAPAUH, IIEPEXOIIeH B PUOPUIIAIINIO KEITYTOYKOB.

o Hacnenyercs npuonuzutenbHo B 50% ciydyaeB 1o ayTOCOMHO-AOMUHAHTHOMY THITY;

o OtBercTBeHEH 3a 50% cilydaeB BHE3AIIHONM CMEPTH MOJIOJBIX OOJBHBIX CO CTPYKTYPHO
HOPMAJILHBIM CEPALIEM;

o bonee 70 myTanuii, B OCHOBHOM, B Na+ KaHajax KapJIHOMHOILIUTOB;

o OCHOBHasl OIIACHOCTh - >KHM3HEYTPOKAIOIIHE >KEITYJOYKOBBIE APUTMHUH: NOAUMOPPHASA
JHCEYOOUKOBASL MAXUKAPOUS U DUOPULTIAYUSL HCETYOOUKOSB.



Kputepun nuarHocTuku ¢. bpyraga

A) I'pyansie oTBepAeHNA

b) Hosgie KT kpurepun

Mopdororus QRS-T sorsepennax V-V, aresauins
cermenTa ST

* Tun 1. «Cropuarsiits nopasem ST 22 MM, MEAAEHHO
CHHZKAIOUMICH, BRIPHYTHIA HAM IIPAMON CO CTPEMACHHEM
K M30AMHUH M OTPUIIATEABHBIM CHMMeT pUIHEIM 3yOrom T.

* Tun 2. «CepAr0OBMAHBIAY — BRICOTA I'22 MM CO CTPEMACHHEM
K M30AMHMH, 332 HUM caeaveT roasem ST we mexee 0,5 mm
C MOAOKHMTEABHBIM/TIAOCKKMM 3yOLoM T B oTeepeHnn V, n
papnadeasinM T s oreepernu V. Ecan ects Kakne-anGo
comHeHn4 (r'<2mm), HeoOxopuMo 3apernctpuposats IKI
BO 2 1 3 Mexpedephax.

* Unpexc Koppapo: cooTHomenue

peicoTa nepexopa QRS-ST
Bricota cermenTa ST uepes 80mc B oreepennax V-V,

>4,

Tak Kak ST HocuT Koco-Hucxopsmuia xapaxkrep (puc. 1).
V cnopmamenos cermenm ST 6 omeedernn V, wocum xoco-eocxodniyuk
zapaxmep % undexc Koppado <1.

* Yroa B, hopmupyeMaifi BOCXOASIIIMM 3yOLIOM S M HUCXOASIIMM
ayouom r,>580 npu Tune 2 (puc. 2).

* Pasmep ocHOBaHMSA TPeYroAbHMEKA, CHOPMUPOBAHHONO T, C BRICOTOM
5 MM ot Bepxyku nepexopa QRS-ST cocrasaser Goaee 3,5 MM nipn
THMe 2.

Apyrue naxodwn wa IKI:

* QT 0OrHO B HOpMe, HO MOKEeT OBITh VAAMHEH B ITPaBhIX IPYAHBIX OTBEAEHHUAX

* Unorpa yaaunen PR

* 3ameprenne nposoanmocTy B [DK: Haanume r' u yaanunenunn komnaeke QRS B npansiX rpyAHBIX OTBEAEHHMSX 10 CPABHEHWIO

C AEBRIMMH
* Hapkeaypoukossie apuTMui, 8 ocHosHOM DI

* Mnoraa moryt Habawopatecs: ' 8 aVR 23 MM, heHOMEH paHHeN penoAspusaiinm B HHKHUX OTBeAeHUAX, pacuienaeHune QRS,

aAbTepHanus 3ybua T nocae BBeAeHMS aliMaAMHA M AD.




A  Type 1 Brugada B  Type 2 Brugada € Type 3 Brugada

V1 V1

V1
T~ T
‘A HUIE Coved ST T T _ _ _‘A_ |

egment Saddleback Saddleback

V2 - :Ievation V2 Lshaped V2 ‘shaped
*"J\(\/ "JJM H_A_A = i W
; ! i {\/\




™TnN 1 T™N 2

Pucynox 1. Cundpom bpyrada 1 muna. indexc Koppado Pucynox 2. Cundpom bpyrada 2 muna. Yroa



IIpu Hannuum bpyraga-narrepHa CHHAPOM bpyrajia TIMarHoCTUPYETCS, €CIHU IIPUCYTCTBYET |
1 0oJjiee KpUTEPUECB:

* IIALIMEHT IEPEHEC KIIMHUYECKYI) CMEPTH
e ObLIa 3aperucTpupoBaHa noaumopdHas XT
* B aHAMHE3€ MPUCYTCTBYET CUHKOIIE HE BA30BArajbHOTO IMPOUCXOXKICHUSA

* y KOro-au0o M3 poJICTBEHHUKOB MOJIOXKE 45 jieT Oblia BHE3almHasi CMEPTh IPU OTCYTCTBUHU
OKC

 maTTepH c. bpyraga 1 Thna 3aperucTpupoBaH y KOro-JI1u00 U3 POJACTBEHHUKOB

B npoTuBHOM cily4dae, BbIsiBI€HHBIC n3MeHeHHs: Ha DKI' OyqyT HocuTh Ha3BaHue (peHOMEHa
bpyranua.
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ITHOJIOTUSA

BrS1 SCN5A
BrS2 GPDIL
BrS3 CACNAIC
BrS4 CACNB2
BrS5 SCNIB
BrS6 KCNE3
BrS7 SCN3B
BrS8 HCN4
BrS9 KCND3

* Cb HACJIEAYETCSA 1o ayTOCOMHO-
JOMHUHAHTHOMY THIY;

* B 20% cayuaeB CBA3aH ¢ MyTallsIMU B T€HE
SCNSA, pacrojio)KeHHOM B KOPOTKOM
rieye 3-u XPOMOCOMBI 3p21-24,
KOAUPYIOIIEH CyObEeTUHUITY anbda-

_ DI DII DIII DIV
: \
IHTOIINIa3Ma

1
o PV EF-hand
06 *":”l-‘ domain C
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ITaTorenes

Tpu 0CHOBHBIX M€XaHM3Ma, OOBSICHIIONIUX IoAbeM cerMeHTa ST npu cuHApOME
bpyrana:

1. T'mmortesa penonsipu3alliu: paHHAS PENOIIpHU3aLMs CyO3TUKAPINATIbHOIO
MHOKap/1a IIPaBOTO KEIYyJI04YKa

2. Tunoresa aenojsipyu3anyu: 3aMeJICHUE IPOBEACHUS B BBIXOJHOM TPaKTe
IIPABOIO KEJIyJ04YKa

3. PaccomracoBaHME BBIXOIAIIETO TPAH3UTOPHOTO TOKA

* ['MnmoTe3a MUurpanyu KJIE€TOK HEPBHOTO IpeOHS
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*| SnukapamansHaa aucnepcua

penonapuaaLim



C-d: Xop,
BO3OyXAeHUA OT
RV kK RVOT

E-f: PasBopoT
rpagmneHTos [/
mexxay RV n RVOT

RVOT
delayed

RV

V2.,

RV







KianHnyeckue nposiBJICHUS:

* CuHKONeEe
* CyoopOXHble NpUCTyNbI
* ArOHanbHOE AOblXaHue BO CHe

* [TonnmopdHas xenyagodkoBasa Taxukapansa n pmndpunnnauuna
XXErnyao4KkoB

* BHe3anHaa cmepThb. Halle BO CHe U BO BpeMs nuxopagku.
INnxopagka moxeT gemackmnpoBaTtb IKI -npmnsHaku



VENTRICULAR
FIBRILLATION NORMAL




Cnacunb6o 3a BHUmMaHue!



