IIpyuurHBI 1 MEXaHU3MBI
MAPOKCU3MAJIBHOU
TaXUKAPAUU U MepLaTeIbHOU
APUTMUH, UX
3/IEKTPOKapAuorpapmuIecKue
NMPU3HAKU.



YcnoBust GopMUpOBaHUS MeXaHHU3Ma
«Re-Entry»

«<re-entry»

® ®




Hanuure fByx napannenbHbix nyTei nposeaeHus ¢ obium
Hayanom W 0DLLEM KOHLOM

«re-entry»

® ®




OAMH 13 nyTen (B 4aHHOM cayyae nyTb
A) asnaetca 6onee HbICTPLIM NO
OTHOLLEHUIO K Apyromy nyTu (B AaHHOM

«m-ent'y» cnyyae nytv b)

U




Bonee ANVHHbLIN pedpaKTepHbIN
nepuoa y nytm A

«re-entry»

® ®




GopmMrpoBaHHE MeXxaHW3Ma
«Re-Entry»

«re-entry»

® ®




Y mytu A 6osiee ATMHHBIN
pedpaKTepHBIH MEPUOJ
















[Tapokcu3masnibHass TaxHKapAuWsi — 3TO 3a0o0seBaHUE
CepAieuHON MBIIIIBI, KOTOpOe TIPOSIBISETCS B BHIE
BHE3AITHBIX ITPUCTYIIOB, HAa3bIBAIOTCSI OHU ITAPOKCHU3MaMHU.
Bo BpeMst TpHCTYTIOB cepile MOXKET OUTHCS C YaCTOTOM OT
120 70 220 yA./muH. [Ipu 3TOM pUTM He HapymIaercs.
YacroTa OneHUs cepalla y AeTel ¥ BOBCE MOYXET TOCTHUTATh
300 yAapoB. JasTcs mapoKCHU3Mbl HECKOTBKO CEKYH7, WU
IaXke 4acoB, MOTYT ObITh U Oosiee AJUTEeTbHBIMH. Takoe
3a00j/1eBaHMe BCTpPeYaeTcsl JOBOJIBHO YacTO, MOXET
BO3HUKATh y BC€X BO3PACTHBIX I'PYITH HACE/TeHHUS.



IIpyynHBI BOBHUKHOBEHUS
MAPOKCU3MAJIBHOM TAaXUKAPAUU

JlonotHUTE /IbHBIE ITYTU MPOBEeAeHNSI HEPBHOTO
MMITY/IbCA

CepaeyHble TJIMKO3U/bI

[TpoGieMbl HEBpOTreHHOT'O XapaKTepa, CTPeCChI U
HepBHbIE MOTPSICEHUS

AJIKOTOJIb U HADKOTHUKH
YpesmepHoe KO/IMYeCTBO KapAHUOTPOITHBIX TOPMOHOB

l_[p06]IeMI>I C )XXC/IYAKOM, ITOYKaMH, ITCHYEHbIO



YKenyaoykoBasi IapOKCU3MaibHASI TAaXUKAPAUS BbI3bIBACTCS
npoOsieMaMu JPyTroro Poja, 3/1eCh Y)Ke Ha IepBbIi TIaH
BBIXOJST MOPAYXKEHMS Cepilla OPraHUYeCKOro THIA

NMmemudeckast 6o1e3Hb ceplia, ;
KOTOPBIN CONTPOBOXKIAETCSI PyOILIOBBIM 3aMellleHUeM
MBIIII€EYHOH TKAHH.

MuokapauThl, KapguOMUOIIATUH,
MHUOKAPAUOAUCTPOPHUU U BPOXKIEeHHBIE TIOPOKU

cepana.

Cunzapom bpyraza, mpu KoTopoM 6eIK1 MyTHUPYIOT Ha
reHeTU4YecKoM ypoBHe. [Ipu aTom Hapyimaercs
MPOILIECC TPAHCIIOPTUPOBKU HATPHSI BHYTPb M3 KJI€TKH
MUOKAP/IA, YMEHbBIIIAETCSI COKPATUMOCTD U CHIDKAETCS
3P PEeKTUBHOCTH MPOBEAEHUST UMITY/THCA.



[lygqoxk KenTa

Iy voxk Maxarinvia

Crson nyuxa

Myuox NMeson noxka
Kewurao

Mpason Hoxxao
nyuxo lNuco

Crson nysxa
MNe«ca

Myuox
Bpewesrsacuie

JdommonHnirenpHBIe (aHOMATBHBIE ) ITYTII AB-mipoBegeHIII a — MyIoK
Kenra, 0 — myvok MaxeiiMa. B — nyYok [keiiMca. T — IMyIoK
Bbpemenmame




CuHapom bpyraga

OnucaH Brugada B 1992r.

[eHeTuyeckoe 3abonesaHune (mytauma 12 reHoB, TONbKO Y 5%
6onbHbIX myTaums reHa SCN5A, otBevyatowtero Na* KaHasnbl.)
HacneposaHue No ayTOCOMHO-A0OMUHAHTHOMY TUNY.

IKr-npoasneHun: 6aoKaga npaBon HOXKM NyyKa mca (B T.u.
HenosHaa 1 NnpexoaAw,asn) B CONeTaHnM C NoAbEMOM
cermeHTa ST B V1-V3

Yactota go 1:1000 (B cTpaHax KOro-BocTtoyHom A3unun). Yawe
BCTPEYaEeTCcA Yy My»K4MH (8:1)

Ha3BaHWA — «kHOYHAA CMEPTbY», KCTOHYLLME BO CHEY,
«YHOCMMbI€ HOYHbIM AbABOIOMY.

Pazsutune BCC y nny, ~ 45 net B NnoKoe 1 BO cHe. Tpurrep gna
pa3sutna OXK - nnxopagka




[ IpencepaHas mapoKcrU3MaabHas
TaXUKaAPAUSI

[IpencepaHasi MapoOKCU3MaibHasI TAXUKAPAUS -
TAXUKAPAUS, MPU KOTOPOU BOAUTEJ/IEM PUTMA CepAlia
SIBJISIETCSI T€TePOTOMHBIU OYar aBTOMATHU3Ma,

.










JKI'-npusHaku npeacepaHoOU
IMapOKCHU3MaJIbHOU TaXUKapAUU

1) BHe3aITHOe y4JallleHHe CepIeqHOro pUTMa JI0 150-250
B MMHYTY U TAKOE YXe BHe3alMHOe IMpeKpalleHue
MPUCTYIIA

2) Ha/TM4YMe Iepe] KaXKIbIM Ke/TyI0YKOBbIM
KOMILJIEKCOM CHIDKEHHOTO, Te(pOPMHUPOBAHHOTO,
nByx($a3HOTO WU OTPUIIATeTLHOTO 3y01ia P

3) HOpMaJibHble Her3MeHeHHbIe KOMILIEKChl QRS

4) B HEKOTOPBIX CJTydassX MOXKeT ObITh 3aMe/yieHre AB-
IIPOBOIMMOCTH C pa3BuTueM AB-61okanpr [ vm 11
CTereHu



Xenyaouxosan
NapoOXCHIMANbHaR
TaXMKAPAMA

HAYANO NPHCTYNA




ATPUOBEHTPUKY/ISIPHAS
IMapOKCHU3MaJIbHasl TAXUKapAKS

BHE3aITHOE YYallleHHe CepAevYHOoro purMa 0 150-250 B
MHWHYTY U TaKOE€ YKe BHe3aITHOe MPeKpallieHne
MPUCTYMA

OoTpHUIIaTe/IbHbIe (IIPOBeIeHHbIE PETPOrPaIHO)

3yo1sl P B otBemenusx Il 111, aVF, pacrionoxxeHHbIE
Mo3a1u KOMIUTEKCOB QRS (0OBIYHO CKPBITHIE B
YKeTyOYKOBOM KOMILIEKCE)

HOpMaJibHble Her3MeHeHHbIe KoMIUTeKChl QRS (y 90%
MMAlIVIeHTOB)



(&
HO - TPAANL MBI
yen 2




Mpeaceparan
NAPOKCHIMAN LHAN
TAXMKAPAUA

HAYANO NPHCTYNA




JKerymouykoBas MmapoKCU3MaibHas
TAXUKAPAUS

Paszjinyaror:

MPEePBHIBUCTYIO XXeTYAOIKOBYIO TAXUKAPAHIO -
«IIPOOEKKH» TJIUTETBHOCTHIO A0 30 C

TIPUCTYIIBI YKeTYTOYKOBOM TaXUKAPIHUU -
SKTOMUYECKass AKTUBHOCTD ITPOJO/DKHUTETBHOCTHIO
Oosee 30 C






JKI'-ipn3Haku

OTCYTCTBHUE HOPMAJIbHOW CUHYCOBOU BOJIHBI P
AB-nmcconmanus - BosHbl P ¢ MeHblIIeH 4aCcTOTOM
(40-60 B MUHYTY) BBISIBJISIIOTCSI HE3aBUCHMO OT
KeTyAOYKOBBIX KOMILIEKCOB QRS

XemyIodKoBbIl KoMIuieke QRS nedpopmupoBaH,
YLIUPEH, perUCTPUPYETCS C BBICOKOU YaCTOTOU
(140-250 B MHHYTY)



MNpeacepanan
™ NAPOKCHIMANLHAA
# \, Taxuxapavn

POKCHIMANLMHAR
TaxvKapama




Ad A GLA A NJ \UJd A o AGGS W A AJA ALVA X A thllj. A X AA AN LAVA X A

GUOPHILISILIY TpeIcepanii
ABJIAIOTCA:

MUTPAIbHbIE TIOPOKH CepPIia, BpPOXKIeHHbIe TOPOKHU Ccep/iia
cepAeYHast HeJJOCTATOYHOCTh

runepTpodus 1IeBOTO XKeTyJodKa
pPeCTPUKTUBHAsI KaPAHUOMHUOTIATHSI

9MOOJTHS IETOYHOM apTepUu

rurnepToHUYecKast 001e3Hb

MH}APKT MHUOKapa

THUPEOTOKCHUKO3

oTepally Ha TPYAHOU KJIETKE U CcepAlle
WHTOKCHUKAIIHSI CepleTHBIMU TNTUKO3UIAMHU
nepUIUT Kansi B OpraHU3Me

uaronaTuyvecKkass uOPHJUISAIIHS Mpeace pANHIIII



Knnanyeckue nmposiBieHus

bonpHbIX OecrmokosT cepalieOueHue, mnepebou B
pabore cepaua. Ilpm oTcyTcTBUM  YacTOro

KeJTyTOYKOBOTO— PHTMA® —b0/bHbie — HepeHOoCAT

GUOPHIUTSAINIO TIPeICe PN YIOBIeTBOPUTETHFHO



JKI'-ipn3Haku

3yOerl] P OTCYTCTByeT, BMECTO HETO PETHCTPHUPYIOT

MHO)XecTBO Menkux BosH (f BonHs!), pasnnuHoit
$OpPMBI M aMIUTUTY/bI, KOTOPbIE JIy4lile 3aMEeTHBI B
orBenenusx V1, Va2, II, IIl u aVF

KOMIUIeKChI QRS B OO/TBITMHCTBE C/Ty4aeB UMEIOT
HOPMaJIbHbI HEU3MEHEHHbIU BU,.
HMuTepBanbl R-R pasin4HbI IO NPOAO/DKUTETBHOCTHU






MepuaHue XeTyIo4YKOB

dbopMa cepaedHON apUTMUH, XapaKTePUIYIOIIASICS

MMOJTHOW QCUHXPOHHOCTBIO COKPALLleHUS OTAETbHbBIX
BOJIOKOH MHUOKAap/a JKeTyIZo4KOB (300 710 480 pa3s B

MUHYTY), BeZylliel K MpeKpalleHHI0 HAaCOCHOM

YHKIIUU cepAiia






OTHOJIOTUSI

OcTpas uieMust MUOKapza.
MudapkT MrUOKap/a.

[Tporpeccupytoiiee 3aboseBaHue cepAlia
OpPraHUYecKoro reHesa.

BeipayxeHHast runiepTpodHsi MUOKapAa.
JKenyno4koBasi IAapOKCHU3MAJIbHAS TaXUKAPAUSIL.
BozaericTBue s/IeKTPHUYeCKOro TOKaA.
[unokcus, anmagos.



/laHHble  BUIOBI APUTMHH  MOTYT
BO3SHUKHYTh TaKOKe npu
nepeso3upPOBKe cepAeYHBbIX
IJIMKO3UA0B, aHTHapUTMu4deckux JI1C,
BHYTPHCEPIEeYHBIX MaHUYJISIIHSIX
(30HZMPOBAHUU MOJIOCTEM Ceplia)






KnmnHanyeckue nposiBJieHUsI

Y OGonmpHOrO ¢ HAYajJioM TpeNeTaHUsI JKeMyJOYKOB IMpeKpallaeTcs
KpOoBoOOpallleHWe, He ONpefesioTCs MyabC, cepaedHble ToHbI, A/l
oTcyTcTByeT co3HaHue. Ha OKI' mpu Tpeneranum xenyio4KOB perucTpupyoT
eryasipHble KpyIlHble BOJIHbI, BOSHMKAIOIIHe C YaCTOTON AO 300 B MUHYTY
npu Takoit UCC cepaeuHas mesitenpHOCTh HedddexTuBHA). TpemeraHue
YKeTyJJOUYKOB (PHC. 24) KaK MPAaBUJIO, TepeXoAuT B pubprisiuio (MepiiaHue)
XenygoukoB (puc. 25), mpu Kortopoii Ha OKI oTMedanoT mosiBieHUe
OecropsiIOYHBIX BOJIH PA3/TMYHON BETUYUHBI Y GOPMBI C YaCTOTOU OT 200 /10
500 B MuHyTYy. CHavyasia HAGIIOAAIOT KPYITHOBOJTHOBOE MepPLIAHHE, 3aTeM TI0
Mepe HApacTaHWS TUIOKCMM BOJHBI CTAHOBATCS MeJjibde, HaCTylaeT
ACUCTOMNSL C MCYEe3HOBEHHEM IMPU3HAKOB DJJIeKTPUYECKOU aKTHUBHOCTU
cepgua. [Ipu acucronmuu Ha IKI' peructpupyror npsimyro 1MHUIO. Tpenetanue
Y GUOPUJLISIIIUAIO YKETyZOYKOB OTHOCST K TSDKEJTBIM HAapyIIeHUSIM CEPAEYHOTO
PUTMA, MPUBOASAILMM K JIETAIBHOMY UCXOAY, €C/IU UX He YAAeTCsl TIPeKPaTUTh B
TeueHUe 3-5 MUH. Tpemneranvie u GUOPWUIALUS HXKETYZOYKOB BBICTYMAIOT
OJHOW W3 4YacThIX MPUYUH BHE3AMMHOW CMepTH OONBbHBIX C HUHPAPKTOM
MHOKapZa, TSDKEJIOM CepAeYHOU HeJOCTAaTOYHOCTbIO, MUOKAPAWUTAMHY,
AOpPTa/ZibHBIMKU MNOPOKaMU cepaua, TIJIA. ITlpu pasBuTUM BHE3aMHOU
cepaeyHoii cMeptH Oosmee 4YeM B 75% ciaydaeB Ha OKI' BbIABASIIOT
GUOPHUILIALIUIO YKeTyJOIKOB, B 25% - acrcTomm



Ha DKI







[Tpu Mmepuanum (GUOPHIIAIINH) XKETyTOYKOB —
YacThie (10 300 — 500 B MHH), HO HEpeTY/IsIpHbIE
OecIiopsiIOYHbIe BOTHBI, OT/IMYAIOIIECS IPYT OT
IpyTa pa3iunyHoi GOPMOU U aMIUTUTYAOM.
MepiiaHue BbI3BaHO HEIIPaBU/IbHBIM BUXPEBHIM
IBWD)KEHWEM BOJIHBI BO3OY)KIEHHUS I10 KeTyJOYKaM



JKI' nmpusHaku

BmecTo o6braHbIX 3y010B P Ha DKI onpenenstrorcs
BOJTHBI Cl)I/I6pI/I]I]IH]_H/II/I XKEIYIOYKOB - HU3KHeE,
Pa3/IMYHOM BBICOTHI U IUPUHBI, HEOAUHAKOBOM
bopMBbI

YacrToTa BO/IH Cl)I/I6pI/I]I]IH]_H/II/I XKEJIYIOYKOB 250-600 B
MUHYTY

PaccTosinus Mmexay oTaenbHbIMUA BOJTHAMU

GUOPHIIAIINH YKETyTOUYKOB XapaKTEPHU3YIOTCS
OOJIBIIMMU PA3TAIHUSIMU

Het N303/ICKTPHUYIECKOI'O MHTEPBAJIA



CITACHBO 3A
BHNMMAHWE




