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UJINOITATUYECKA ST ®UBPUJUIALMA XKEJTYJOUYKOB Y CUHIPOM PAHHEN
PENOJIAPU3ALINN XKEJIITYAOUKOB

@unuan HUH kapouonozuu CO PAMH «Tiomenckuii kapouonozuueckuii yeHmp»

Paccmampusaromest 603modicHble smuonamozenemudeckue U KIuHuYecKue acnekmol accoyuayuu uouonamudec-
Kol (pubpunIAYUA HcenyOOyKo8 U CUHOPOMA PaHHell penoaapu3ayuul H#ceiyo0oyKos, 00CyHcoOaomces 60npocsl cmpameuu
o0bcnedosanusa NAYUeHmMo8 ¢ CUHOPOMOM PAHHel Penoaapu3ayu Heeayo0oyKos, 803MOHCHOCTNU MEOUKAMEHMO3HOU U He-

MeOUKaMeHmMOo3HOU mepanuu.
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Etiologic, pathogenic, and clinical aspects of the association of idiopathic ventricular fibrillation with early
repolarization syndrome are considered; the strategies of assessment of patients with the early repolarization syndrome
are discussed as well as the potentialities of medical and non-medical treatment.

Key words: idiopathic ventricular fibrillation, early repolarization syndrome, electrocardiography, electro-
physiological study, radiofrequency catheter ablation, cardioverter-defibrillator, Quinidine.

Wnnonarnueckast pubprntsiumst xkemynoukos (MPIXK)
- 3a00J1€BaHKNE HEM3BECTHOM STHOJIOTHH, HO XOPOIIO OIH-
CaHHOE KJIMHHUYEeCKH [44] n snexrpodusunonoruyecku [9,
10]. 3aboneBanne MpOSIBISETCS B OCHOBHOM Yy MOJIOABIX
mozel 6e3 OYeBHAHOW MATOJOIMU CepAla MPUCTYIIaMU
CHHKOIIE M OCTAHOBKH CEpJlla, BBI3bIBAEMBIMH KEITy04-
KOBOHM Taxuaputmueil [49]. ApuTMus HauMHaeTCs CIOH-
TaHHO, 0e3 KaKo-JIN0O0 CBSA3M C Harpy3KaMH, 4acTo BO CHE
1 3aITyCKaeTCs XKETyJ0UKOBON IKCTPACUCTOIMEN C OUCHb
KOPOTKUM HHTepBasIoM cueruieHus [21, 45]. B teuenue no-
CJIEZIHETO ACCITUIIETUS CTAJIM HAKaIJIUBAaThCS €AUHUYHBIE
coobienus o cinydasx MPXK y nanueHToB ¢ CHHIPOMOM
panHei penomsipuzanun sxenynodko (CPPX). Ilpu sTom
HUKAKUX MHBIX OTKJIOHEHHUH CO CTOPOHBI CEpPAEYHO-COCY-
JIUCTON CHCTEMBI y 9THX JIUL He onpeaensiiock [17,27, 30,
40, 42, 43].

M.Haissaguerre u coast. (2008) [23] mpoBenu pet-
pocnektuBHoe uccienoanue 206 caydaes UDXK. IMauu-
eHThl (n=206) oTOnpanuce n3 6a3 TaHHBIX 22 APUTMOJIOTH-
yeckux 1eHTpoB @panuuu, ['epmanuu, benbruu, Snonuu,
Ounisanauy, Lseitapun, [Beruu u Kanaas! u Bkitouanu
0oJIbHBIX B Bo3pacte 10 60 ser ¢ quarHozom MDXK u um-
IUTAHTUPOBAHHBIM I10 3TOW NMPUUUHE KapAHOBEPTEPOM-Jie-
¢ubpumsitopom (KJI). [narnoz MDXK crasuiics B ciyuae
OTCYTCTBUM OPraHMYECKON MaToJOTMU CepAua MpH 3XO-
Kapauorpadu, OTCYTCTBHHM KOPOHAPHOW OOJIE3HH cepaLa
IIpy KopoHaporpaduy WM Harpy304HOM TECTHPOBAHUH,
OTCYTCTBUM HapylleHui penonspusaunu Ha OKI' B Buze
yaiuHeHHOTo Oonee 440 Mc min ykopoueHHOro MeHee 340
Mc koppurupoBannoro uatepsaia QT (QTc); uckiouancs
cuHpoma bpyrana, karexoJaMUHIPrUUeCKUe HapylIeHUs
pUTMa cepiua, MPOBOLMPYEMbIE BHIOPOCOM KaTeXOJIaMH-
HOB WM (PU3UYECKOM HArpy3KOM.

CPPX nuarHoctupoBajcsi Ha OCHOBaHMM aHajIM3a
OKT, 3aperucrpuposanHoit 1o uMmmiaanranuu KJI, kax sne-
Baius Haja u3onuHuel Touku J He menee 0,1 mV, He MeHee
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4eM B JIBYX oTBezcHUsX oT HinkHew crenku (II, 111, aVF)
n/unn 6oxosoi crenku (I, aVL, V,-V ) nesoro »xemynou-
Ka, JIn0O B BUJIC IUIABHOTO repexofa (slurring) komruiekca
QRS B cerment ST, nu6o B BUze 3a3yOpuHb! (notching),
T.6. CMELICHUN HaJ M30JIMHUEH Touku J, okaHuuBaroeit
BOCXOJIAIICE KOJCHO 3yOlla S B OTBEICHUSIX OT HIDKHCH
crenku (II, III, aVF), 6okoso#t ctenku (I, aVL, V -V,
6o obenx. UToObl M30ekKaTh BKIIOYEHUs MALUEHTOB C
cunapomoM bpyrana unm aucruiasueil mpaBoro *emynod-
ka, nmuna ¢ npuzHakamu CPPX B orBenenusix VI—V3 Hc-
KJIFOYaJIMCh M3 MccienoBanus. [pymnmy koHtposs (n=412)
COCTaBHWJIM JiMIAa 0€3 M3MEHEHHH CO CTOPOHBI Cepila Mo
JIAaHHBIM 9XOKapauorpaduu, rmpyu OTCYyTCTBHH B aHAMHE3e
CUHKOMAJIbHBIX COCTOSIHUH, U COOTBETCTBYIOIINE OCHOB-
HOH TpyIIIe [0 BO3PACTy, MOy, pace U ypoBHIO (HU3HUec-
KOM aKTHMBHOCTH.

B ocnoBnyto rpynmy ¢ DX Bouuu 123 MyXK4unHbL
n 83 xeHIUHbI (cperHuid Bo3pacT - 36+11 siet), B rpymnmy
KOHTpOJIs - 270 My>k4uH U 142 5KeHIINHBI (CpeJHUIA BO3pacT
-36+12 ner). CCPX 6bu1 oTMe4eH y 64 TalMeHTOB OCHOB-
HoH rpymms! npotus 21 B koHTpose (31,0% mpotus 5,0%;
p<0,001). [Tpu 5Tom B ocHOBHOoI rpymie CPPIXK 6bu1 6oee
BBIPAXKEH: MOABEM TOUkH J Haja m3onunHuei - Ha 0,2+0,09
mV nporus 0,12+0,04 mV B xontpoie (p<0,001). ITocie
KOPPEKIMU Ha BO3PACT, NOJI, Pacy ¥ YpOBEeHb (U3HYECKON
AKTUBHOCTH, OTHOIIEHHUE IaHCOB BcTpeuaeMocT CPPK
B OCHOBHOH I'pyIIIE B CPABHEHUH C KOHTPOJIEM COCTaBHJIO
10,9 (95,0%, noBeputenbHbIN HHTEpBAT 6,3-18,9).

B ocnoBHo#t rpynne CPPX uame Bcrpewancs y
myxuuH (71,9% npotus 53,5% MyX4uH B HOATpYyIIe
6e3 CPPX, p=0,007), npu HaIu4uu B aHAMHE3E¢ HEOOB-
sscaumoro cunkone (37,5% mnporus 24,6%; p=0,06) wiu
BHe3amHoW cMmepTH Bo BpeMms cHa (18,6% mportus 4,2%;
p=0,03). Kpome Toro, marmentsl ¢ CPPX umenu Gonee
kopotkuil uatepBan QTc: 392422 mc npotus 401+23 mc
y aun 6e3 CPPX (p=0,01). [To3nHre nmoTeHumans! xeiy-
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Puc. 1. Pezucmpayun CPPJK: a - ¢ omeedenusax om HujicHell CIMEHKU
J1€6020 Jceny0ouKa (YKazano cmpenkamuy), o - 6 0meedeHusx om
ookoeont cmenku JIZK, 6 - 6 omeedenusax om Huicned0Ko8oli cmenKu
JIK, 2 - konebanus eviparcennocmu CPPK om cokpawenusn
cokpawienuto (no M. Haissaguerre u coagm., 2008).

i
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1

noukoB (ITTDK) ormewanuck B o0eux rpymmax JA0BOJBHO
penko: 11,4% y nun ¢ CPPX nporus 12,7% y nanueHToB

U3 64 narmuentoB ¢ CPPX u ¢ub-
puwuanuen xemyaoukoB mpuszHaku CPPXK
B OTBE/ICHHSAX OT HIDKHEH CTEHKH OIpeie-
JISUTACH Y 28 YeJIOBEK, OT OOKOBOW CTCHKH -
y 6 YeJIOBEK M OT HWXKHEH 1 OOKOBOI! CTCH-
ki -y 30 yenosex (puc. 1). DTH U3MEHEHUs
TPaKTOBAJIUCH KaK paHHAS penoyIIpu3aLus,
a He KaK MO3JHASA JEHOJSIpU3aIusl HUX-
HEOOKOBBIX OTJIEJIOB JIEBOTO JKEIYJ0YKa
BCJICICTBHE  (IIYKTyallMd TPOSIBICHHH,
KOHKOp/IaHTHBIX cermeHTy ST mpum cra-
omwtpHOM Komiuiekce QRS, mcuesHoBeHUU
WJIN YMEHBILICHNHU UX ITpU (GU3UYECKON Ha-
rpy3Ke M BBEIECHHH H30IMpPOTEpeHona (CM.
puc. 5). OrcyrcrBue IIDK mpu perucr-
pauu OKI' BbICOKOro pasperieHus Takxe
CBUJIETEJICTBOBAJIO B TOJIB3Yy PAaHHEH pe-
MOJISIPU3ALUH.

B pacnopsokeHun  uccienoBaTenei
obu10 18 DKT, 3aperucTprupoBaHHBIX Y JIUI]
¢ CPPX nenmocpencTBEeHHO mepen 3IH30-
oM (GUOPWILISIMY KeTynoukoB. Bo Bcex
Cllydasix OTMEUYajoCh YCHJIEHUE IPOsBIIE-
Huit CPPX B cpaBHEHUM C UCXOIHBIM (pHC.

2, 3): aMILTUTY/Ia DJICBAIMU TOYKH J mepe GuoOpHiuIsiueii
skenmynoukoB coctaBuia 0,41+0,2 mV mporus 0,26+0,1

6e3 CPPX (p=0,84).
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Puc. 2. Ycunenue nposaenenuit CPP)K nenocpeocmeenno nepeo Hauanom DK (cnpasa) 6 CpasHeHuU ¢ UCXOOHOTI
IKT (cneea) (no M. Haissaguerre u coaem., 2009).
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mV coorBerctBeHHO (p<0,001). B GonbmHCTBE Cityyaes
GUOPHIIISIINY JKETYJOUKOB PErUCTPUPOBAJICS KOPOTKHUN
WHTEpBaJI CLEIJICHUS, INPEIIECTBOBABIINN HKEIYI0YKO-
BOM 9KCTPACHCTOJIE, TIEPEXOANBIIECH B TAXUKAPANIO U GUO-
pHILILHIO XKemynoukoB (32641 mc; ot 260 1o 400 mc), a
cama KeJIyJZ0YKoBas dKCTPAacucToja nmesa Mop(hoIoruio
C TOJIOKUTELHBIM 3yOlIOM B OTBeleHHAX V -V, yKasbl-
BaBILIEM Ha JICBOXKEIYIOUKOBOE MTPOUCXMKACHUE aPUTMHU
(puc. 2, 3).

KaprupoBanue npu MHBAa3UBHOM 3JIEKTPOPU3HOIIO-
TMYECKOM HCCIICIOBaHUN OBIJIO MPOBEJICHO y § MalueH-
TOB, U JIOKQJIU3aLUsl HICTOYHHKA aPUTMHUH Y BCEX OOJIBHBIX
cosrnafana ¢ Joxanusanueir CPPXK. Yerpanuts nuctounuk
apUTMHHU TOCPEACTBOM PaInOYacTOTHOMN abialnu yaaaoch
y 5 manueHToB. 3a BpeMs HaOroeHus (B cpemHeM - 61+50
Mec.) MIOBTOPHBIE HAPYIICHUS pUTMa Yallle PerucTprupoBa-
sek y s ¢ CPPXK, o cpaBHeHUIo ¢ 60JIbHBIMU 0€3 HEro:
41,0% npotus 23,0% (oTHOLIEHUE pucka - 2,1; p=0,008).

R.Rosso u coast. [39] npoBenu uccienoBaHue s
OLICHKH JIMarHOCTMYECKOW IIEHHOCTH MOoxbEéMa TOUYKH J B
orenenuax OKI' (momumo V -V.) y nammentos Ge3 op-
ranuyeckux 3aboneBanuid cepaua. OCHOBHYIO TPYIILy CO-
ctaBunu 45 yenosek B BozpacTe oT 14 1o 69 ner (cpenHuit
Bo3pact 38+15 net; 71% MyxuuH). DTy TpyIIy COCTABHIN
narmeHTsl ¢ MPXK B anamuese o crporum kputepusM. Bee
TMAMEHTHI C TUITMYHBIM CHHIPOMOM bpyrasa B oTBeneHusIX
V-V, uckmouanucs u3 uccnenosanus. B rpynmy kontposis
Bouutn 124 yenoBeka, COOTBETCTBOBABILUE 110 TIOJTy U BO3-
pacTty OCHOBHOI#1 rpyririe u otoopanHbie u3 3500 4eoBek Mo
IIporpaMme CKpUHHHra. [ pymniy cpaBHeHuUs cocTaBuiy 132
CIIOPTCMEHA PaHIOMH3UPOBAHHO BBIOPAHHBIX W3 CKPUHUH-
TOBOM NMporpaMMsl. DTy IPyIIy COCTaBUJIM JHLIA B BO3pac-
te ot 17 no 19 ner (50% mysxuuH). Monoasie CIOPTCMEHBI
ObLIM BBIOPAHBI JUIsl HCCIIEI0BAHNS, TIOCKOJIBKY Y HUX 4acTo
omnpenensercs noabeM Touku J Ha KT [19].
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Puc. 3. Inekmpoxapouozpammsl mpex RAYUEHMOB,
nepeHecuiux YuOPUNIAYUIO HcenyOoUKos (cleed 6
Kaxcoom ciayuae nokasana ucxoonan KT, cnpasa

- 3anuce IKT, npedwiecmeyrouias nacmynieHuro
DK): a - DK npousoiidem uepez HECKOIbKO HACOB,
cmpenkamu nokazano ycunenue nposenenuii CPPK,
0 - akyenmyauua CPPJK nepeo éo3nuxknogenuem
axmonuueckoit akmuenocmu (OK npousoiioem uepes
HecKonbKo uacos), é - ycunenue npoasienuit CPPK
Henocpedcmeenno neped nauanom PK (cmpenkamu
ykazana mouka J) (no M.Haissaguerre u coagm., 2008).

42

ITonbéMm Touxu J ormeuancs y 42% nun ¢ UDXK un
y 13% nun B koHTpOnbHOM Tpynme (p=0,001). Pe3ynbrar
omu3kuii k nanabiM M.Haissaguerre u coasrt. (2008) (31%
npotus 5%). B rpynmne 310poBBIX JMIl TOABEM TOUKH J
yarie Habironaacs B OTBefeHUAX V-V, u/umm B oTBejie-
HUSIX OT HWXHeH crenku. B rpymnme nun ¢ UOX noasém
TouKH J yare HaOIIoIalICs B OTBENICHUSX OT HWKHEH CTeH-
KU, pexe B oTBeicHusx [ u aVL, sarem B oTBenenusx V -
V,. lonbém Touku J Beme 0,05 mV, 6o Beime 0,1 mV
yame otMmevascs cpenu nun ¢ UDXK. B ocHoBHOI rpynme
oTMevaach TeHJAEHIHUS K 0ojiee BBIPAKEHHOMY MOABEMY
TOYKH J, OTHAKO pa3nuyue ¢ IPyMIoil KOHTPOIS HE TOCTU-
rajio cTaTHCTUYeCKH 3HaunMoit Benuuunsl (0,14 mV mpo-
tuB 0,09 mV, p=0,099). He ynanochk onpenenuTs quarHoc-
TUYECKH 3HAUUMYIO OTPE3HYI0 TOUKY B MOABEME TOUKH J,
otnuyarotnyto ui ¢ UDXK ot koHTpoabHOM rpynmsl. [1o
ocraibHbIM napamerpam DKI' o0e rpynisl cyIiecTBeHHO
He paznuyanich. He ObUI0 HaliIeHO 3aBUCHMOCTH BBICOTBI
noabEMa ToukH J oT BbICOTHI 3yOa R. IlnaBHbIi nepexosn
3yona R B cerment ST (slurring) mouTu ¢ oiMHaKoBO# yac-
TOTOI BcTpewasncs B obeux rpynnax (31% mporus 24%,
p=0,4). Hannuue miaBHOro mepexoma 3yoma R B cerMeHT
ST He oxa3bIBAJIOCH AMArHOCTHUYECKU IOJIE3HBIM. Tarke
U coueTaHue IuIaBHOro nepexona 3yoma R B cerment ST
¢ TOIBEMOM TOUYKH J B Ipyrux OTBEICHUSX HE J100aBiIs-
JI0 AMarHoctuueckoit 3HaauMocTu. Ilogsém cermenta ST
Obul yacTolf Haxonkoi B obenx rpynmnax (33% mnporus
24%, p=0,35). [Togbém cermenta ST BHE 3aBUCUMOCTH OT
coYeTaHus ¢ NoAbEMOM TOoukH J, nnu 6e3 Hero, He Mpen-
CTaBJIsUT AMArHOCTHUYECKOM 3HaunMocTu. [Tonbém Touku J
JIOCTOBEPHO vallle HaOIIoaICs y My »KUHH 110 CPAaBHEHHUIO
¢ KeHIKUHamMu. YacToTa BCTpeyaeMOCTH NMOAbEMA TOUKH J
B IPYIIIE MOJIOJBIX CIIOPTCMEHOB 3aHMMaJja POMEKYTOU-
HOE NookeHue Mexay rpynnoit nui ¢ UDXK u konTposs-
HOM rpynmnoi. B rpymnmne Moioasix cnopTCMEHOB MOIBEM
ToukH J onpenesics y 22%, 4To TakKe OJIU3KO K TaHHBIM
coobmaeMbIM apyrumu aBropamu (27% [19] ).

Amnanornynoe uccienoBanue nposenu G.B.Nam u
coasT. [35]. B aTo uccnenopanue Bouwiu 15 denosek, re-
perecunx MPXK, a rpynmy cpaBHeHus cocrasunu 1395
YeJIOBEK, MPEICTAaBISIIONINX PENPe3eHTaTUBHYIO BHIOOD-
Ky u3 obmeil nonymsiuuu. B rpynme kontposisi CPPX
BbIsIBJIEH B 3,3% ciyuaes, a B rpynmne ¢ UOXK y 9 u3z 15
(60,0%). Ilepen BO3HMKHOBEHHEM (DUOPWILISAIMU JKEITY-
JIOYKOB aBTOPBI TAK)KE OTMEYaJM yCHUJIECHUE MPOSBICHUI
CPPXX. HazHaueHue XMHUUHA, U30MIPOTEPEHOIIA, a TAKIKE
y4alaoumas MeKTPOCTUMYISAIMS JKeITyJOUKOB YMEHbIIIa-
s nposisinenust CPPX u mpenoTBpariany BOSHUKHOBEHUE
HapyIIeHUH PUTMa, KaK U B uccienoBannu M.Haissaguerre
u coaBt. (2008) [23]. B ommmuue ot cuHapoma bpyranga
BHYTPHBEHHOE BBe/ieHHE (IeKanHu/1a He MPOBOIMPOBAIIO
aputMuio. ABTopsl Take He Hauwu [ITDK npu peructpa-
uu curnan-ycpennennot OKI y nmanuenTos ¢ pubpuis-
LUeH JKeTyI0UKOB.

Bo3moxHO, yacToTa nogb&ma TOUku J HeJ0OIIEHEHa
B BBILICTIPUBECHHBIX UCCIIEA0BAaHUAX, IOCKOIBKY MOIBEM
TOYKH J y OTIEIBHOTO MalMeHTa MOXKET HaOJII0AaThCsl He
MIOCTOSIHHO U, B YaCTHOCTH, IPOUCXOJUTH HETIOCPEACTBEH-
HO niepen GudpmLIsIIHei sxeirynoukoB [23, 27, 40, 43].

CPPX Ha mpoTsKeHUHM MHOTHX JIET paccMaTpuBal-
cs kak O0e300unubii DK -denomen [5, 28, 31, 33, 51]. B
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nocienuue roasl otHomenue k CPPX crano nmepecmar-
pUBaTBCS B CBSI3U CO CXOXKECTBIO ero nposieHuit ¢ DKI
MPOsIBIICHUSIMU Tipu cuHApome bpyraga. Ctanu nosBisiTh-
cs1 COOOIIeHNS O MOTeHIMabHOM apuTMoreHHoctu CPPIK,
OCOOCHHO IPH €r0 BHE3AITHOM MOSBJICHUU WU aKICHTY-
aruu [19]. B eIMHUYHBIX KIMHAYECKUX HAOTIONECHUAX U
B JJICKTPOPU3UOIOTUICCKUX HCCIICIOBAHUIX TIPE/IIToiara-
JIoCh y4dacTue BoiHbI J B mpoucxoxaeHun UDXK [27, 53].
Takue U3MEHEHHS PEIOJIIPU3ALUN MOTYT ObITh MapKEPOM
HUMEIOIEHCST «ITOJATOTOBICHHOCTH» Cepilla K DJJIEKTPHU-
YECKOM HECTAOMIBHOCTH, YCJIOBUS PeajH3allu KOTOPOit
TpeOyIOT najibHelIero uyyeHus. Hampumep, 310 MOryT
OBITh TCHETUYECKHE JIC(EKThI, CBA3aHHBIC C PAOOTOI HOH-
HBIX KaHaJIOB KapauoMuonutoB. Y 10 00ciemoBaHHBIX
MaluyeHToB, B uccienoBanun M.Haissaguerre u coaBT.
[23], umencst cemeliHbIii aHAMHE3 BHE3AITHOM OCTaHOBKH
cepaua. B omHoM citydae, y 14-jeTHel AeBYyIIKU, ObLIO
JIOKa3aHO, YTO MUMCHHO Ae(EKT reHa, KOHTPOIUPYOIIETO
paboty K, KaHama npeapacnosaraeT K BbIPaKEHHBIM K3~
MEHEHUSIM PEeTOJIIPU3aLUU U K YA3BUMOCTHU JJIs MHOKap/ia
JKEJTYI0YKOB [25].

Haubonee yOemuTenbHbIM OOBSCHEHHEM MPUYUHBI
BosHukHOBeHMs1 CPPXK, sBnstores uccienopanus G.X.Yan
u C.Antzelevitch (1996) [53], mokazaBime HapyIlicHUE pa-
OOTHI MOHHBIX KAaHAJIOB KapIUOMHOIIMTOB TIPH STOM CHHJI-
pome. B kadecTBe MPUYMHBI HAPYIICHUS PaOOTHI MOHHBIX
KaHAJIOB TPEJIONAraloTCsl FeHeThYecKkue nedektel. OmHo-
BpeMEeHHas peructpanus tpaHcMmypansHoil OKI 1 nokais-
HOTO MOTEHIMAaJIa ACUCTBUS B PA3JIMUHBIX CIOSX MUOKap/aa
nokaszaia, uto nogabéM Touku J Ha DKI sBisieTcst pesyib-
TaTOM I'pa/INEHTA HANPSKEHUS, BOZHUKAIOILIETO BCIIECTBUE
CyMMallM{ MOTEHIIMAJIOB JICHCTBUS PA3IMUHBIX CIOEB MHO-
kappa (puc. 4). K o0paszoBanuto 3a3yopuHs B | aze noreH-
1yana JAelCTBUS MPUBOAUT MOBBIIIEHUE MJIOTHOCTH BBIXO-
nsmero K* toka (1)) B anMkapMaibHbIX CIIOAX, KOTOPOE B
CBOIO OUEpe/Ib €/1Ba OTMEYAETCS B SHI0KAPANATIBHBIX CIIOSIX
[53]. D10 paznuuue B TWIOTHOCTH | B pasHBIX CIIOAX MHO-
KapJia UrpaeT CyIIECTBEHHYIO POJIb B aPUTMOTEHE3e.

ITonbém Touku J uMeeT MecTo npu cuHapome bpy-
raga u npu CPPX. Usmenenuss na OKI npu cuniapo-
Me bpyraga u npu CPPX cxoxu, HO paznuyarorcs Mo
rpyImnaM OTBEACHHH, B KOTOPBIX OHH PETHUCTPUPYIOTCS.
Cungpom bpyrana nposieisercs B oTBeleHuAX V -V..
CPPX moxeT perucTpupoBaThbCsl Kak B HUKHUX OTBEZe-
nusx (11, 11, aVF), tak u B nepenue-6okoBeix (I, aVL,
V,-V,). O6a cocrosnus, u cunapom bpyraga n CPPXK,
XapaKTEPU3YIOTCSL DJIEKTPUUECKOW T'€TePOreHHOCTHhIO B
¢aze | moreHmana qeicTBUS, HO B Pa3IMYHBIX 00JIACTIX
Muokapaa [25]. M3MeHeHust B paboTe MOHHBIX KaHAJIOB
npu cuHJpoMe bpyraga mpoucxoasT B MpaBbIX OTJeNax
CepIllla ¥ Ha3bIBAIOTCS MHAYE OOJIC3HBIO BHIBOJTHOTO TPaK-
Ta MPaBOro keyyaouka [7]. AHAJIOrMYHbIE U3MEHEHUS B
paboTe MOHHBIX KaHAJIOB B OOKOBON M HUXKHEH CTCHKE
JieBoro >keiyaouka uMmeror mecto npu CPPX [39]. Tlpu
cunapomMe bpyrasa nsMeHeHus: CBOMCTB HOHHBIX KaHAJIOB
3aTparuBalOT B OCHOBHOM IpaBbie OTAelNbI cepaua. [Ipu
9TOM yMEHbIIIEHHEe BXojsuiero Na“ nmoroka, BbI3BaHHOTO
HU3MEHEHUEM HOPMAaJIbHBIX CBOMCTB Na* KaHaJIoB, TPUBO-
JUT K TOJTHOM yTpare 1wiato Bo Il ¢a3e moreHnuana neii-
CTBUSI B DIMKaApJie MPaBOTO KEIydo4Ka, Te MIOTHOCTh
I, nanbonbmas. Kak ciexcrsue, mpu cunapome bpyrana
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nMeeT MecTo moabeM Touku J u cermenta ST B mpaBbIxX
MpeKopuaIbHBIX OTBeeHUsIX. 3MeHeHue cBoicTB Na*
KaHaJIOB B 3TOM CJIy4ac MPUBOIUT K OOJIBIION JUCIICPCHH
rpoliecca penoasipu3aluu, YTo M03BOJISIET BOSHUKATH MO-
JUMOP(GHBIM KEITYITOYKOBBIM aputmusiMm Bo Il ¢ase mo-
TEeHIMaJa JCUCTBUS MO MEXaHWU3MYy re-entry Aake Mpu
OTCYTCTBHUH 3aIlyCKaIOLUX dKCTpacucrod [8].

Bospacranue Toka I B 60KOBO#i CTEHKE JIEBOTO Ke-
nynouka, umerouiee mecto npu CPPXX u Bei3biBaromiee
noabEéM Touku J u cermenta ST B OTBEAECHHUAX V4—V6, o
MPUPOJIE CBOEH HE SBJSIETCSl apUTMOTEHHBIM JaXke Mpu
HaJIMYMM KEITyIOYKOBOH sKcTpacucroauu [18, 26, 41].
CPPXX B oTBecHMAX OT HM)KHEH CTEHKH HAXOIUTCS MEK-
Iy 3TUMH JBYyMs TOJIFOCAaMU U 0003HAYaeT YMEPCHHYIO
TOTOBHOCTh K BO3HHMKHOBCHHIO MOJMMOP(HON Keymoy-
KOBOW TaXMKapAHH, HO JIUIb B OTBET HAa SIKCTPACUCTOIIHIO,
MonajarwIlyo B ysa3BUMbIA nepuoa [39]. Ha sty mbichb
HaBOIUT clieAytomiee: 1) nogbéM TOUKH J B OTBEACHUSIX OT
HUKHEH cTeHKkH yaie Berpedaercs y auil ¢ MDXK, Ho Tak-
K€ Y4aCTO OTMEYACTCS M Y 3[I0POBBIX JIHIL, 2) apUTMUS TIPU
@K 3amyckaeTcst 5KCTpacuCTOI0M, KOTOpast B THITHYHOM
ciIy4yae UMeeT JIeKTPUUYECKYIO OCh, HAPABICHHYIO BBEPX
[22, 36, 43], uTo O3HAYaET ee MPOUCXOKACHUE U3 HIIKHUX
OTJIEJIOB JIEBOT'O JKEJIYJ0UYKA. DTU IKCTPACUCTOIbI, IPOUC-
xojsiue B ceTd BojokoH Ilypkunbe [22], UMEOT OYeHb
KOpOTKHI MHTepBal cueruieHus [45], mpeanonararomui
HAJIMYKME OYCHb KOPOTKOTO PehpaKkTEepHOrO MepruoIa B OK-
pyxatoieit oomactu [39].

Cunpnpom bpyrama u CPPX cienyer nuddepeniu-
pOBaTh IPYT OT Apyra B CHITY PA3IMYHON CTETIEHU UX apUT-

ECG,

ECG,

4

Puc. 4. Ilpoucxoxncoenue ¢onnvt J, 20e ECG, - 3anuco
IKT codaxu ¢ omeedenuu V5 in vivo, ECG , -
mpancmypanvhas pecucmpauus IKI uzonuposannozo
MUOKAPOUATIbHO20 KOHYCA J1€6020 MHCEYO0UKa COOaKu,
nepghyzupyemozo apmepuanvhoil Kpoevlo 00H0PEMEHHO
¢ pezucmpauueii, Epi u M - 3anuce mpancmemopannix
nomenyuanos oeiicmeus c Inuxapouanvhnoii (Epi)

u cpeoneii wacmu (M) muokapoa neeozo rHceayoouka
naasarowumu muxkpodiekmpooamu. Ilomenyuan
oelicmeus 6 INUKAPOUATIbHBIX CTLOAX UMeenm hopmy

6 uode «wnuib u Kynony (spike-and-dome). Bvipesxa
(3a3ybpuna) nocie «WNUIA) U ROCAEOYIOULUTL

noovém coomeemcmeyiom na IKIT eonne J. B
IHOOKAPOUATILHBIX CNLOAX 6bIPE3KA NPAKMUUECKU
omcymcmeyem, a 6 cpeounnvix cnosax (M) eé nux u
noovém ckpwvimul 8 komnaexce QRS, noamomy na IKI'
Haxooum ompasicenue moibKo opma nOmeHyua1Ia
delicmeus InuxkapouanvHsix cioes (no G.X. Yan,
C.Antzelevitch, 1996).
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MOTEHHOCTH [7]. OUOPHILIAIMS JKEITYTOUYKOB OTMEUACTCSI
y 18% mnanuenroB npu cunapome bpyraga [37] uy 13%
nauueHToB ¢ CPPXX u UDXK B anamuese [25]. Dnuzoms
GUOPWILISIIIAK  JKETYIOYKOB TPHU CHHIpoME bpyrama u
CPPXX uMeroT HEKOTOpbIE CXOXKHE MOMEHTBI: (HOpHILIS-
LU KEITYI0UYKOB B KKIOM ClIy4yae BO3ZHHUKAET U3 OJJHOTO
U TOTO XK€ y4acTKa MHOKapJa U pedpakTepHa K OOBIYHOM
AHTHAPUTMUYCCKOU Tepanuu OeTa-0J0KaTopaMu M aMUO-
nmapoHoMm [25, 37]; B o0Ooux cCilydasiX IOJIOKHUTCIbHBIH
3¢ deKT HaOIOIaeTCs OT BHYTPUBCHHOTO BBEIICHHS H30II-
porepeHona [23, 25, 32, 35]. Bo3M0OkHO, H30MPOTEPEHON
YMEHBIIAET Pa3HUILy B CKOPOCTH PEMOSIPU3ALNU MEXKIY
00JIaCTSIMH MHOKaplia, CIIOCOOCTBYIOIYK) BO3HUKHOBE-
HUIO QUOPHILISAINY JKeTyJ0uKoB [53].

M.Haissaguerre u coaBt. [23] HaILIM, YTO Y OJHOTO
n3 Tpex nanuenToB ¢ DK na OKI noxos onpenensiiach
BosiHa J U mogbéM cermeHTa ST B HUKHEOOKOBBIX OTBE-
JeHusX (CMHIpOM paHHeW penonsipusanun). B cienyro-
et padore, nocesmennon UDXK y murr ¢ CPPX [25],
M.Haissaguerre u cOaBT. OTMETHJIU, YTO H30IbI TAXUKAP-
K ¥ GUOPHIUISLIAY XKETYI0YKOB Y ITUX JIUI] KYTUPYOTCSI
U MPEAYIPEKIAIOTCS TOJIBKO BBEICHUEM U30IIPOTEPEHOIIA
U xuHuIUHA. M30mpoTepeHon okasaics BIcoko3(hdekTus-
HBIM B OCTPBIX CITy4dasiX, & XMHUJAUH NT0Ka3aJ1 CBOIO UCKIIIO-
YUTEIbHYIO 3()()EKTUBHOCTh MPH JUIUTCIBHON TEparuu.
O6a npenapara HopManuzoBaiu komiieke QRST (puc. 5,
6) W mpenoTBpamalid BOSHUKHOBeHHE apuTMuu. OTind-

HBIH QKT JIeueHns: XUHUANHOM, HE SBJISETCS CIOPIPH-
30M. B caMoM mepBoM ONMHCaHHOM B JIUTEpaType ciydae
N®XK Teparnust XuHUAMHOM AaBasa xopomuit adgexr [15].
B.Belhassen u coaBr. [9, 10, 11, 12, 13] umerot 6osee uem
JIBAIATHITITHICTHUN YCICITHBIA OIIBIT JICUCHHST XUHH M-
HoM OosbHBIX ¢ UDXK n cunnpomom Bpyrana. Dddexrus-
HOCTb XMHUJIMHA NpU cUHJpoMe bpyrana nmoarsep:kaatoT
M.F.Marquez u coasrt. [32]. [Ipu Bpo:xI€HHOM yKOPOUEHHU
nnTepBasa QT (cocTosIHMM IO MHOTMM IapaMeTpaMm CXO[-
HOM ¢ D)) TOIbKO XMHUANH HOPMAIU3yeT aHOMAJIbHO
YKOPOYEHHBIH pe(pakTepHbIi MEPUO U MPEAYIPEkKIACT
BO3HUKHOBEHHE (PHOPUILISLINHN JKEITyT0YKOB [34].

Bonee BbICOKasi MIOTHOCTh BBIXOJSILEIO KaJTUEBOIO
Toka (I, ) urpaet BaxHyI0 posib B apUTMOTEHESE NP «CHH-
JIpOME BOJIHBI J», W MOJOKUTENBbHBIA 3P(EKT XMHUINHA
BEPOATHO CBsA3aH ¢ Oiokanoi Toka I [6]. Tlo uponuu cyne-
OBl TOHMMaHWE TOTO, YTO XUHMIMH SIBIISICTCS 3a4acTylo
€/IMHCTBEHHBIM 3(P(EeKTHBHBIM TpernapaToM JUIsl JICUCHHUs
U TPOQUIAKTUKE TTAPOKCH3MOB (HOPWILISALIUK JKEJTy10d-
KOB MPHUILIO B TO CaMO€ BpeMs, KOrja MpOU3BOJCTBO XU-
HUJIMHA CYILIECTBEHHO COKpaTUioch [48].

Bonna J va OKI' - oObIyHast Haxo[Ka y 310pOBBIX
Jofied, vame y Myx4yuH [16], 0cOOCHHO y MOJIOIBIX
crioprcMeHoB [39]. CBsi3b MeXIy HaJIU4YMeM BOJIHBI J U
N®K, nmokazaHHas B BBILICTIPUBEAEHHBIX HCCIIEIOBAHH-
sIX BbI3BaJIA cTpax nepen BonHoi J. K coxkanenuro, B Ha-
cTOsIIIIee BpeMst HeT JIOCTaTOYHbIX JIAaHHBIX, KK OTIINYHUTh

Bradycardia 48 bpm
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Puc. 5. Hopmanuzayusa IKI noo enuanuem egedenus

uzOnpomepenona, 20e cle6d 8epxy - CUHYCco8as OpaduKapous ¢
YCC 48 yo/mun, 6nu3zy - nepexoo 6 puopunnayuio yHeeayoouKkos;
cnpasa esepxy - nopmanuzayus kKomniexkca QRST npu 6/6 6seoenuu

uzonpomepenona (no M.Haissaguerre et al., 2009).

Isoproterenol

Bl
- N — /\- A.

%

«HOPMaJIbHY10» BOJHY J OT «Iarojioru-
yeckoi», aputmoreHHoi. M.Haissaguerre
U COaBT. [23] OTMETHJIH, YTO y MALUEHTOB
¢ (QUOPHIAIMH HKEITYIOYKOB aMILIUTYAa
BOJIHBI J OblJIa BBIIIE 110 CPABHEHHIO C KOH-
TpoabHON rpynmnoi. R.Rosso u coasr. [39]
oTMetmu Ty ke TenaeHuuto. [Ipu MDXK
KpOME TOTO OTMEUaeTcsi yKOPOYEHHUE HH-
tepBana QT [46]. OnqHako Mexay rpynnaMu
¢ UDX u KoHTpONbHOHN Ipynmnoil cyuiecT-
BYET CJIMIIKOM MHOTO OOIIEro B JIOKaJH-
3alluM BOJIHBI J IO rpynmnaM OTBEACHUM, B
aMIUTUTYZI€ BOJIHBI J ¥ B IPOIOJIKUTENIBHO-
ctu uHTepBaia QT s Toro, 4ToOBI UMETH
BO3MOYKHOCTb YETKO BBIJCIUThH JUArHOCTHU-
yeckue kpurepun [50]. Heobxomum mouck
JIOTIOJIHUTENBHBIX MapKepoB Ipeapacro-
noxenHoctu Kk UDXK. B cBoe Bpems Obuia
nokasasa cBs3b Mexy CPPX u noxubIMU
CYXOXHIUSIMH JieBoro xenynouka (JICJIK)
[1, 2]. beuia Takke mokazaHa CBsSI3b MEKIY
JICJIXK n ¢pubpmutanueii xemyno4koB Ipu
b uH(papkTe Muokapaa [4]. Bo3amoxHo, HE00-
xoaumo u3yunth JICJDK kak nmpenmnonarae-
MbIid Mmapkep UDXK, Tem G6onee, uro JICJIK

/ HMEIOT HacJIeICTBeHHbIN Xapakrep [3].
Apurmus npu DX He npoBonupyet-
(\ csl PU3NUECKOM Harpy3Kol, HO MOXET OBbITh
BBI3BaHAa MPOTrPaMMUPYEMOH CTUMYLUE
skenynoukoB [1]. TIosToMy MOMKET BO3HUK-
HYTb TEHJCHLIUS K HAIIPABJICHUIO TAllUCHTOB
C BOJIHOW J Ha 3JICKTPO(H3HOIIOTHICCKOC
HCCJIeIOBaHKE, KaK 3TO MMEeT MECTO B Ha-
crosiiee Bpemst ipu cunpome bpyrana [7].
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m000YHBIX F(P(PEKTOB TOJIHKO TCIIEPh HAYNHAIOT
orieHuBathes [47]. Xoreaoch Obl, 4TOOBI Malu-
€HThl C aCUMIITOMHON BOJIHOM J U UHIyLHpYye-
MO (GPUOPMILISIIIUCH JKEITYTOUKOB HE Pa3ICITAIH
ux yvactb [50].

XoTst crenyer OTMETHTh, YTO HEIaBHO
MPOBEICHHOE MHOTOLICHTPOBOE HCCIICOBAHHE
MPOIEMOHCTPUPOBAJIO BBICOKYIO JOJITOBPEMCH-
HY0 3QPEKTUBHOCTD PaJMOYACTOTHON a0JISIIH
y nanueHToB ¢ BeisgBiIeHHOM DX B oTHOIIE-
HUU TPEAYIPESKICHHUS TMOBTOPHBIX 3IHU30/I0B
(GuOpHIISLNY KeTy0uKoB [29].

Puck BosuukHoBeHust UDXK B 061ieit mo-

Puc. 6. Hopmanuzauus komnnexkca QRST noo enuanuem

Xunuouna, 2oe cineea - CPPK ¢ nusicnux omeedenusnx y nayuenma
nepenecuiezo 36 3nuzo006 DK ¢ nounoe epems 6 meuenue 06yx
niem, cnpaesa - nopmanuzayus IKI' noo enuanuem xunuouna 6
0o03e 600 m2/0ennv, 3nu30061 DK ne 60306n06151UCH 6 meuenue 18

mecauee (no M.Haissaguerre et al., 2009).

Hekotopele cienianucTbl peKOMEHAYIOT IPUMEHEHHE J10-
MTOJTHUTEIBHOTO 00CIIeI0BaHHS (THIT-TECT, CUTHAJI-YCPE/I-
Hennyto KT, anekrpodusnosnoruueckoe 00CIe0BaHNE B
covyeraHuu (HapMaKOJIOTHICCKHMHU MPodaMu WK 0e3 HUX).
B otraenbHBIX ciydasx pEKOMEHIYETCsl T€HETHYECKOoe
obcienoBanne [20]. OgHAKO IECHHOCTH MOITBEPIKICHHUS
HHAYIUPYEMOCTH (UOPHIUIAIUKN IKEITYIOYKOB OCTACTCsI
comHuTenbHOM [47]. Benencrue Toro, uto MDXK senser-
Csl JIOCTaTOYHO PEAKHM 3a00JICBaHUCM, U HE CYIICCTBYET
B HACTOSIIEEC BpPEeMsI HUKAKUX TECTOB JUIS TOATBEPIKIE-
HUS WIM WCKIIIOYEHHUS BO3MOXKHOCTH Pa3BUTUS apUTMUU
y 0ECCHUMITOMHBIX MMALUCHTOB, JIAI[ C HAJTMYUCM BOJHBI J
Ha OKI' He cienyer HampaBisATh Ha JajbHEHIINE UCCIIe-
JIoBaHUsl. B TeueHue nmociaeiHero qecsaTUIeTus MHOKECTBO
3JI0POBBIX MOJIOBIX JIIONIEH U JIO/IeH CPEHHX JIET BO BCEM
MHUpE OBUIO HAIPABICHO HA WMILIAHTAIIAIO aBTOMATHYCC-
xoro KJI mo npuunHe «0eccuMnToMHOro cuHapoma bpyra-
Jla ¢ MpOBOLMpYeMOi (GUOpHILIsIInei xemynodkoB» [38].
ITocnencTBust Takoro mojxoja B OTHOLUIEHUH BO3MOXKHBIX

MyJSIIKAN JUIsE rofiel B Bo3pacte 35-45 net co-
crasisieT 3,4 Ha 100000 Hacenenus. OOHapyxe-
nue BosHbl J Ha DKI noseimaet puck UOXK no
11 na 100000 nacenenus [39]. To ectp UDK
MIPE/ICTaBISIET COOOM JOCTATOUHO penKoe 3a00-
neBaHue y mononsix mroget. A CPPX Bcrpe-
yaeTcs JocTarouyHo vacto. Hecmorps Ha 3To,
nocieanue ucciegopanus [23, 35, 39] 3acraBisroT Hac
CKOPPEKTHPOBAaTh IOAXON K «0e300MIHOMY» (eHOMEHY
CPPX. Bo-nepsbix, He cinenyer cuutars CPPXK «6e3o-
OMIHBIM» Y TTAI[IEHTOB, UMEIOLIMX CUHKOIIE WIIH STIH30/(bI
apuTMuM B aHamMHe3e. Bo-Bropsix, npu BeisgBaeHun CPPXK
cie/lyeT cobuparh aHaMHe3 O HaJIMYHH STIM30/10B APUTMHHU
U J1aBaTh PEKOMEHJallMH ObITh BHUMATEIbHBIMH K BO3MOXK-
HOCTH UX BO3HUKHOBEHMS.

H.J.Wellens [52] cumraet, uro Hamuuune CPPX B
HIDKHEOOKOBBIX OTBEACHUSIX (0COOCHHO y MY>K4YHH) MOXKET
OBITH BaXXHBIM JTMATHOCTUYECKUM NPU3HAKOM MalMeHTa
BBICOKOTO PHCKa MpPU HAJINYUU y HEr0 HEOOBSICHUMOTO
CUHKOIIE B aHAMHE3€ MM CEMEHHBIX CllyuyaeB BHE3alHOM
cMmepTH B MostojoM Bo3pacte. Ho, nockonsky CPPX Betpe-
YaeTcsl y MHOTHUX JIIO[iel 0e3 Kakoro-iu0o MOBBIIICHHOTO
pHUCKa BHE3AITHON CMEPTH, HEOOXOUMBI IOTIOJIHUTEIbHbBIE
JITaHHBIE O TOM, KaKMM 00pa3oM HJIEHTU(HULIUPOBATH JIHIL
¢ CPPX, umMmeronmx BBICOKHH PHCK KaTacTpo(UUECKOi
ApUTMUH.
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