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JMATHOCTUYECKOE 3HAYEHUME J BOJIHbI

Canxkm-Ilemepoypeckaa ncuxuampuuecxkasn oononuya Nel um. I1.11. Kawenko

Paccmampusaemea ouacnocmuieckoe suavenue J-60nHvl, U31a2aAOMCs Co8peMeHHble npeocmasietus 0 CUHOpoMe
bpyeaoa, cunopome panneti penonapuzayuu diceny0o4xos, UOUONAMUYECKOU QUOPUIIAYUU HCelyOOUKOo8, UX POIU 8 803-

HUKHOBEHUU 8HE3ANHO apumﬂxzuuecmﬁ cmepmu.

KaroueBnle ciaoBa: J-BojHa,

cuHapom bpyraaa,

CHUHIpPpOM pal—[l—[eﬁ penojasipusanvm  KeJyI10YKO0B,

HauonmarunvyYecKas (l)l/lﬁpl/l.]'l.]'lﬂlll/lﬂ JKEJIYT109YKO0B, BHE3allHasi apuTMHUY€ECKasi CME€pPTh

The diagnostic value of J-wave is considered, up-to-date concepts on Brugada syndrome, early ventricular
repolarization syndrome, and idiopathic ventricular fibrillation, as well as their role in pathogeny of sudden arrhythmic

death, are given.

Key words: J-wave, Brugada syndrome, early ventricular repolarization syndrome, idiopathic ventricular

fibrillation, sudden arrhythmic death.

J BonHa mipezcTaBisier co00it XOPOIIO BBIPAKEHHYIO
TI03/THIOIO TTOJIOKUTEIIBHYIO BOJIHY JIEJIbTa, CIISIYIONIYIO 32
koMIuiekcoM QRS, mb0 3a3y0OpeHHOCTh HAa HUCXOISIIEM
KosteHe 3yOna R, manenbkuii nobGaBouHslit 3yben 1 (r’) u
HaroMuHaeT 1o Qopme «ropod BepOoga» (apyroe Ha3Ba-
Hue J BoyHBI - «camel-hump sign»), «kprodoK Jurst Huis-
IIBD), KKYTION», «3apyOKy». Kak anexrpokapauorpaduyec-
kuil peHomeH, J BostHa Oblita BriepBble onucana F.Kraus B
1920 r y nanuenTa c runepkansiuemueii [1]. Ilo3gnee, B
1938 1, W.Tomazewski npeacraBui cityyaid J BOJIHBI pu
runorepmuu [2]. B 1953 . J.J.Osborn myGnukyer paboty
T10 3KCIIEPUMEHTAILHON I'MITOTEPMHH y co0ak [3], koTopast
Cpa3y CTaHOBUTCS CTOJIb MOIYJISIPHOM Cpean KoJuler, uTo J
BOJIHE IpucBanBaercsi UMsi OcOopHa: cHavaja Kak CI9H-
roBOE, a BIIOCJIEACTBUM U O(UIMAIBbHOE, 32 €r0 3aCIyTH B
JieJie U3y4eHus THIoTepMun. TakiuM 006pa3oMm, ¢ CepeHBbI
50-x rofoB mpouwutoro crojerus 3yoern OcOopHa cTaHo-
BUTCSI CHAHOHUMOM J BOJIHBI U, IO MHEHHIO OOJIBIIMHCTBA
HCCIIeI0BaTelIeH, 9TO MATOTHOMOHWYHBIN JUISl THITOTEPMHUN
narrepH OKI.

B nanbHeiiieM Ha NPOTSXKEHUU AECATUIETHH B Kap-
JIMOJIOTUH BO3HHMKAET Iapa/loKCallbHasi CUTYallusl, KOT/Ia TH-
norepmudeckuii 3yderr OcoopHa (J BoiHA) OIMCHIBAETCS Y
MAlMEHTOB B OTCYTCTBHE THIIOTEPMUH - IIPU THUIEPKaAIIbIIU-
emMuu [4], MHTOKCUKAIIMK KOKauHOM U rajionepuaoiom [5],
IIPU OCTPOH HEBPOJIOTHUECKON Martosioruu [6], mociue mpe-
pBaHHOM BHE3AITHOW CMePTH [7], U B 9TUX KIIMHUYECKUX CH-
tyarmsix 3yoerr OcoopHa (J BOTHY) Ha3bIBarOT «nonspecific
camel-hump sign» [8] wmu «normothermic Osborn wave»
[9]. CemanTHUECKYIO0 HECYPA3HOCTh UCHONB3YeMbIX ISl J
BOJIHBI TEDMUHOB WJUTIOCTpUpYET Ha3BaHue crarbi A.Patel
et al (1994) «The Osborn Wave of Hypothermia in Normo-
thermic Patients» [S]. ABTOpBI NpeaCTaBUIIN HAOIIOICHHUE
3ybua OcOopHa y 8 manueHToB ¢ HOPMAJILHOM TeMIlepary-
poii Tena, y 3 U3 KOTOPBIX ObLI HIKHUK OCTPBI MH(pAPKT
muokapaa (OMM), y 2 runepronuyeckas 0onesHb, 1 ¢ uH-
TOKCHKalMel rajlonepruaoioM, 1 ¢ nepeno3upoBKOr KoKau-
HOM U | ¢ Kapauairuen HecepIeuHoro Xapakrepa.

K J BosiHe Takke OTHOCHIM MOABEM TOUKHU J Haj 130-
anekrpuueckoi nuHuer (J-deflection) mnm momgsém cer-
MeHTa ST, KOTOpPBI HAOIIOIAETCS P Pa3INUHBIX (HU3HO-
JIOTHYECKUX M MaTOJIOTHYECKUX COCTOSIHUSX, TaKUX Kak
© WN.H.JIumankuHa

CHUHJIpPOM paHHell pernoisipuzannu sxenynoukos (CPPX),
oCTpasi MIIEeMHsI MUOKap/a, IepUMHOKapIUT, TUIIepKaIu-
€MUsl, HapyllIeHHe BHYTPHKEIYI0UYKOBOM MPOBOJUMOCTH,
cunnpom bpyrana (CB). Pasnuuator nmogbpém Touku J Hax
n3oaexTpuueckoit muaueit (J-deflection) ¢ mopdonorueit
QRS-notching (3a3yopuna) wiu QRS-slurring (BosiHa co-
enuHeHust) u J BoiHy (J-wave) ¢ OONBLION aMIUTHTYIOH
U TIPOJOIKUTENbHOCTBI0. KITMHUYeCKoe U apUTMOIeHHOE
3HaueHHe ] BOJHBI B 3HAYUTEIbHOMN CTENEHU UTHOPUPOBa-
nock 10 1996 1, korna G.X.Yan u C.Antzelevitch omy6su-
KOBaJIM PabOTy O MOHHBIX M KJIETOUHBIX OCHOBAX J BOJIHBI
1 MexaHusMax aputmorenesa [10].

B ocHoBe nosiBiieHnst J BOJHBI JISKUT BIEKTPOPH-
3MOJIOTHYECKOE pa3indyue M-KIIeTOK, 3MUKapIUaIbHBIX U
9H/IOKapAHAIbHBIX KJIETOK MUOKapAa MO MPOJOKUTENb-
HoctH noreHumana aevcrsus (I1J]) B pannux dazax (1 n
2). ®opmy I1JI onpenensior Bxoasmue Harpuesbie (I ) u
KajblueBbie TokM (I, ) WM BRIXOAAIIMI KaaueBbId TOK
(Ito). Ito mrpaer BaxkHyto poib B hopmupoBanuu J BoII-
HBI, TAKMM 00pa3oM, JitoOble GakTopbl, BiMstomune Ha [to,
MoryT MozenupoBath J Bosnubl Ha DKI. 3amennenue Ito B
SMUKAPAUATBHBIX KJIETKaX IMPUBOIUT K MOTEPE BEPILIMHBI
(xynomna) I1]] ¢ xapakTepHOIl «BbIpe3Koil» B Hayalse (a3bl
IUIaTO Ha HEKOTOPBIX yuyacTkax smukapia. ITockonbky B
sHnokapae I1J1 uMeeT HOPMaNbHYIO BEIMYHHY, IPOUCXO-
JIUT BO3pAcTaHUE IPaJIUEHTa MEXAY YHIOKApAOM M 3IU-
KapJIoM, a TaKXe BHYTPHU Pa3IMYHBIX YYaCTKOB CaMOTro
SMMKAP/A, T.6. BOSHUKACT TPAHCMYPAJIbHBIA BOJIBTAXKHBIH
rpaaueHT. Ha OKI 370 npossmisercsa no3nHeil BonHOI no-
cite komrutekca QRS (Bonnoit J). Ha pasnnunbix yyactkax
SMMKap/a penossipusanus UAET ¢ Pa3HOM CKOPOCTBIO, U
3Ta reTepOreHHOCTh NPUBOAUT K BBIPAXKEHHOH AUCIEPCHU
pernossipu3anui U pepakTepHOCTH MEXIY SIHUKAPIOM U
SHJIOKapAOM (WM B CaMOM DIIMKapje) ¢ oOpa3oBaHUEM
«YSI3BUMOTO OKHa.

Crnenyer OTMETUTS, 4TO noTeps «cBofa» I1J1 Bo3HuU-
KaeT yaile B snukapnae npasoro skenynodka (IDK) mz-3a
ero OoJiee TOHKOM CTEHKHU M OoJiee BbIpaskeHHOHU 1-if (ha3bl
[1[1, mposiBisitonieit 3aBUCUMOCTh OT IoTHOCTH [to. EcTh
MHEHHe, 4To Ha 3a3yOpuny [1J] Bimsier u Tok xiopa, ak-
TUBHPOBAHHOTO LUKJINYECKUM a/IcHO3MHMOHO]OChaToMm,
W 4TO 3MUKapy o0ianaer OOnbIIei ero IIOTHOCTBIO, YeM
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sHAOoKapA. Be€ a1o BakHo Ay monumanus Cb kak mpe-
JKJIeBpeMeHHOI (paHHei) penosisipuzarmu snukapaa [DK.

B akuenTupoBanuu 3y6ua J npu runepragbIueMun
B)XHYIO POJIb UTPAIOT YCHJICHHE TOKA XJIOpa, aKTHBUPO-
BAHHOTO KaJIbLMEM, W CHIDKEHHE BXojsuero Toka I . I'u-
norepMuueckas BoiaHa J (3yoenr OcOopHa) siBisieTcs: pe-
3yJIBTaTOM BBIPQKEHHOTO TPAHCMYPAJIbHOTO BOJBTaXKHOTO
rpaJleHTa BCIEACTBUE reTeporeHHoCTH Ito B M-KkieTkax u
snukappe. Kpome toro, runorepmus NpuBOAUT K 3aMeIe-
HUIO MPOBOAMMOCTH, 4TO JaéT BO3MOXKHOCTb pa3fieiabHO-
My nosiBieHnto 3youa J m xomruiekca QRS. AxrtuBarms
AT®-4yBCTBUTEIBHOIO KaJMEBOTO TOKA HJIM CHHKECHHE
BXOZIAIEro [ MOTYT OBITH OTBETCTBEHHBI 3a U3MEHEHHUS
I, nposistommecs Ha OKI marrepuom CPPX. D10
MIO3BOJIMJIO BBIJBUHYTH HPEIIOIOKEHHE, YTO apUTMUH,
CBSI3aHHBIC C pPaHHEH penoyspu3alueil KemyroykoB, a
TaKke ¢ TUIOTepMuel u HekoTopbiMu opmamu OUM, B
YaCTHOCTH, MJHONAaTHYeCKass (GUOPWILISALUS KEIYJ04YKOB
(MDXK) obycioBieHbl, B NEPBYIO O4Epe/ib, BEIMYHMHOW U
MI0THOCTHIO [to ipu cunapome J Bonubl [11-12].

J BOJIHBI KJIaCCH(HUMPYIOT KaK T'HIIOTEPMHYECKHE
(3yoerr OcOopHa), HETUIIOTCPMUYCCKUAC U HIUOMIATHYCC-
xue (mpu CPPXK, Cb u UDX). T'unorepmuueckas J BomHa
(3yoerr OcoopHa) peructpupyercst y 80-85% MaeHToB ¢
TUIOTEPMUEH, U aMIUTUTYa €r0 YBEJINYUBACTCS 10 Mepe
CHIDKEHMsI Temrieparypsl Teia. 3yousl OcOopHa MoOryT
MOSIBIISATHCS NP (PY3HO BO BCEX OTBEACHHSX WIIM OTPaHU-
YHMBAThCSl OTJCIBHBIMU OTBEACHHUSIMH, HW3PEIKa IIpPaBbl-
Mu rpynsaeiMu, umutupys Cb. Knunndeckue u skcnepu-
MEHTaJIbHBIE JJAaHHBIE 00 apUTMOTEHHOM 3Ha4€HHH 3yOla
OcOopHa HEMHOTOYHCIIEHHBI M MIPOTUBOPEYMBBI: 4acTOTa
BO3HHMKHOBEHHS KEITYAOUYKOBBIX TaXUAPUTMHI NPHU THITO-
tepmun onienuBaercst ot 0 1o 100%, npu 3ToM O10KaTOPHI
HaTPHUEBBIX KaHAJOB (IPOKaMHAMUJL M JINJIOKaWH) HE TOJIb-
KO HE d(QEKTUBHBI B MPEAYNPEIKACHUN U JICUCHUH HApPY-
LICHWH pUTMa y MAMEHTOB C TMIIOTEPMUEH B MEPUOA UX
COrpeBaHMsl, HO JlaXKe MPoapuTMOreHHsI [13].

Herunorepmuueckas J BomHa perucTpupyercss y
MAllMEeHTOB C HOPMAJIbHOW TemIepaTypoil Teila NpH pas-
JIMYHBIX COCTOSIHUSIX M 3a00JIEBaHMAX, TAKMX KaK JIEKTPO-
JIMUTHBIH aucOananc (IpexIie BCero, TMIepKalblUeMus U
THIIEPKAINEMUsT), Pa3JINYHbIe METa0OIMYEeCKUE HapyIICHHs
1 BOCTIAJIUTEIIbHBIC 3a0oseBanus. Miemudeckue coObITHS
B OacceiiHe JIeBoii orubaroiieil KOpOHApHOW apTepUu MOTYT
He nposiBisiThest Ha DK kitaccuyeckuM obEMOM CermMeH-
ta ST. [osiBnenue J Bonnel B [ 1 aVL oTBeneHusx, kak pe-
3yJbTaT MEKTPHUUECKOH HEOJHOPOAHOCTH PENOISPU3ALUU
SHJIOKapJa M 3MHUKapja, HEKOTOPbIE aBTOPBI MpeulararT
CUUTATh HOBBIM JUArHoctTuyeckum kputepuem OVM [14].
C.J.Ortega (2008) ommcain ciaydau HrkHero OMIM ¢ Beipa-
JKeHHOH BosiHOM J u gempeccueit cermenta ST y 4eThIpéx
00JbHBIX 0€3 apUTMUYECKUX COOBITHII B IIPOIILIOM, ¢ OJ1aro-
MOJTyYHBIM CEeMEHHBIM aHaMHe30M [15].

J BonHA cOMpOBOXKIAET OCTPBIN MEPUKAPAUT, TPOM-
605MO0ITHIO JIETOYHOM apTepuH, HAPYILICHUS IEHTPaIbHON
n nepudepryeckoil HEPBHOH CUCTEMBI, MHTOKCHKAIHIO
TPULUKINYECKUMU aHTHJICIIPECCAaHTAaMH M KOKAaMHOM, a
TaKke JIETOYHYIO MaTOJIOTHI0 U OCTPbIe HEBPOJIOTUYECKHUE
COCTOSIHUSI, 0COOCHHO TIPH MOBBILICHNH BHYTPHUUEPEITHOTO
JIaBJIeHUs (4ePEHO-MO3IOBYIO TPaBMy, MHCYJIBT, CyOapax-
HOMJIAJILHOE KpoBom3usHue) [0, 13, 16].
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OmnucaHbl Cilyyan perucTpaniy J BOJHBI B HIDKHUX
OTBEACHHSAX, O0YCIOBJICHHBIC PA3IMYHBIMU TICPBUYHBIMU
Y BTOPUYHBIMU aHOMAJIMSMHU MANHJUTSIPHBIX MBI (TUTICP-
Tpodus, reMaHrHoMa, anmmuIspHas GudpoanacToma, Kuc-
Ta, BCIICNCTBUE BOCHANICHUS MPU apTepuuTe Takascy, npu
M30JIMPOBAHHOM HH(APKTE, THUIIOIIIA3UH HEKOMIAKTHOTO
MHOKap/ia, Tpy KapANOMHOIIATHH Takoiy0o) W TpeIyio-
JKEH HOBBIN 3X0- U NEKTPOKaparorpahuuecKuii TEpPMHH -
«CHUHIIPOM ManwuLsipHbIX MbIIIy [17]. J.P.Boineau (2007)
MPEUIOKUIT AHATOMUYECKOE O0BSICHEHHE J BOITHBI ITPH H3-
MCHEHUSIX TMAMMUIAPHBIX MBI [TyOOKAM BHEIPCHHEM
BOJIOKOH [lypKuHbE B CyOAMUKapANATBHBIN CIOH MHOKAp-
114, 9TO TPUBOAUT K POCTY TPAHCMYPATbHOI aKTHBALIUH C
Oosiee paHHElH perosipu3anueii xemymnoukos [18].

CHUHIPOM BPYTAJIA

Cb Opur BoepBeie omucad B 1992 r. mcCmaHCKUMHU
kapauonoramu P. u J.Brugada y manmeHToB ¢ mpepBaHHOM
KJIIMHUYECKOM CMEPTHIO B aHaMHe3e. B HacTosiiee Bpems
mogq Cb TOHMMAIOT KIMHHUKO-3IIEKTpOKapAaroTpadmyec-
KNH CHHIPOM, XapaKTepHU3yIONIMHACS CHHKOMAIBHBIMU CO-
CTOSIHUSIMUA W 3IM30aMH BHE3alHOM CEpAEYHOW CMEPTU
(BCC) y manmeHTOB 0€3 OpraHUYeCcKIX U3MEHEHUH cep-
1a u nposBisttommiics Ha DK MOCTOSHHBIM WM TpaH3U-
TOpHBIM mToabEMOM cerMeHTa ST (¢ BBIpayKeHHOH BOJTHOI
J), HanmoMuHArOIM OJIOKay TPaBOM HOXKH Iydka ['mca
(BITHIIT), B mpaBEIX TPYOHBIX OTBeAcHUAX V1-V3, pexe
B HIDKHUX W OOKOBBIX OoTBeneHUsX (armmuuublii CB) min
3epKaibHO (BoNHA JiMOa wiu BoiHa ['yccaka). Cb sBmus-
eTCs BpOKIEHHOH (TIEPBUYHOMN) AIIEKTPHUIECKOI OOIC3HBI0
cepana (KaHaionaTneil), ¢ ayToCOMHO-JOMHHAHTHBIM TH-
TIOM HACIIeIOBAHMS, aCCOLMMPOBAH C CHHKOITAJIbHBIMH CO-
CTOSIHUSIMH ¥ BEICOKHM prickoM BCC n3-3a pa3BuTHS KH3-
HEOTIACHBIX apUTMUH - JKeTyaoukoBoit Taxukapaun (OKT) u
¢ubdpmmsanmm xerynodxos (OXK).

Ilo kIMHUYECKON KapTHHE pa3IndyaroT CUMITOMHBIN
(cUHKOTIATBHBIN) B OeCCUMITOMHBIN (O0€CCHHKOITATBHBIN)
BapuanT Cb, mo BeipaxkeHHocTH m3MeHeHnid Ha OKI -
KJIACCHYECCKUH (SBHBIN), HHTEPMUTTHPYIONINA W JIATCHT-
Heid (ckpeITEI) Chb. Cymectsyror Tpu OKI -tuma Cb, u3
koTopeIx cobctBerHO Cb sBistercst | THI, OMHAKO BCE TPH
THIIa MOTYT MOCJEA0BATEILHO HAOMIONATHCA Y OJHOTO U
Toro e manueHTa, u n3MeHerns DKI mpu Cb gacto HOCAT
npexonamuii xapakrep. Paszmmuaror Cb cropaandeckuii
(mproOpeTéHHbIit - 63%) 1 TeHeTHYECKH 00yCIOBICHHBIN
(mnmomaruyeckuii - 37%).

K nonomuurensHbIM (pakTOpaM pHCKa pPa3BUTHSA
JKU3HEeonmacHbIX aputMuii ipu Cb oTHOCSTCS cremyromie
n3menenns OKI:

1. mmpuHa 3y6ma S B8 V1> 80 mc, S Bo 11 u 111 3HaUnTENEHO
IIMpEe y MAIMEHTOB C BBIPAKCHHOH OJIOKaI0i HAaTPHUEBBIX
KaHaJIOB,;

. yBennueHune npopomkutenbHocTr QRS > 102 Mc B V2;
. uHTepBai r-J B V2 > 90 wmc;

. ynnuHeHue unrepsana Tp-e u qucnepcus Tp-e;

. maTepBan QTc B V2 > 460 wmc;

. amprepHarus 3yoma T, ocobeHHO mocie TPOBOKAIHOH-
HBIX TIPO0;

7. 3ameTHBIH 3y0er R B oTBeneHnu aVR,;

8. 3amepkKka Hadanma BO30YKICHUS MEXKIy MpPaBbIM H Je-
BBIM JKEITyI0YKAMH;
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9. ynuHenue uHTepBana PR u pacmumpenne xommiekca
QRS (mpu mytanuu rera SCN5A);
10. ¢parmentuposannsiii QRS [19].

Knuauueckuil cnexkTp NalMEeHTOB C MaTTEPHOM
Bpyrana sBisieTcst HIMPOKUM U OTpa)kaeT pa3HOPOAHOCTD
ocHoBHOW maro¢usuonorun. Ocodennoctn DKI' B mpa-
BBIX TPYAHBIX OTBEICHUSX, MO-BUANMOMY, HE SIBIISIOTCS
MapkEéPOM ONpeAeIEHHOro0 CUHIPOMA, a CKOpee OTpaka-
IOT 2JIEKTPUYECKOE COCTOSIHHE CTPYKTYPHBIX WIN (DYyHK-
LUOHAJNBHBIX OTKJIOHeHuH [I/] snukapna B myTsax OTTOKa
MIPABOTI0O JKEITyJ04YKa T€HETUYECKOM, BOCHAINTEILHON UITH
uHPEKIMOHHOM 3THo0rHA [20].

ITarrepn Bpyrana peructpupyercst NpH JIMXOpajaKe,
THIIOTEPMHHU, BaroTOHMH, NPH BIEKTPOJIUTHOM JucOa-
naHce (TMIepKaIMeMuH, THIEPKaIbIIMEMHN) U IeULIUTEe
THaMUHA, NpH AucTpoduueckoil Muotonun lllreitnepra,
arakcun @pujpeiixa, MbleyHoit qucrpodun JlroneHna,
y JIMII C BOPOHKOOOPa3HOi nedopMariueii rpynHON KIICTKH,
C JIO’KHBIMHU XOPAAaMU JIEBOT'O JKEIy[04Ka, IPU aMUIION]I0-
3e, IPU MEXaHUYECKOM CAABICHUHU WM UILIEMHHU Ty TeH oT-
TOKa IPaBOTO JKEJIyA0UKa, IPU OCTPOM MUOKAPAUTE U Kap-
quomuonaruu Illaraca, npu creHokapauu [Ipunnmerana,
KapIUOXUPYPTrUUECKUX OIepalusaX, PacCIOCHUU aOpTHI,
TpOoMOOIMOOIINKM JIETOYHOM apTepUH, OCTPOM JIETOYHOM
cep/ue, Npu MOopakeHUH TOJIOBHOTO MO3ra, MaHKpeaTuTe,
aHa(WIAKTHYECKUX DPEaKIHX, I0CJIe DIICKTPOUMITYJIb-
CHOIl Tepamnuu.

MHorue JiekapcTBa criocoOHbl uHayimposath Ch:
antuapurmuueckue (1A, 1B, IC xmaccos, B-Omoxaropsr);
AHTHAHTMHAJIbHBIE (OJIOKATOPHI KaJIBLHEBBIX KaHAJIOB,
HUTPAThl); NICUXOTPONHbIEC (aHTHICTIPECCAHTHI, aHTHIICH-
XOTUKH, aHTUKOHBYIIbCAHTBI, JINTHH, CEIaTUBHBIC); BAro-
TOHUKH, 0-aipEHEPTUYeCcKie arOHUCThl, aHTUTMCTAMUHO-
Bble, KOKAaWH, aHTHUMaJspUIHbIC, aHECTETUKU, UHCYIIUH,
MecanasuH. [lanbHeliue ucCieqoBaHus MPOBOLUPYIO-
muX (PaKTOPOB JIsl PA3BUTHS ATOTO KH3HEYTPOXKAIOIIETO
CHHJpOMa HEOOXOAMMBI, YTOOBl MAECHTU(HUINPOBATH I10-
TEHIIMAJIIBHO BO3MOXHBIX MAalUCHTOB [21].

Cb mHacnmegyercsi 1O ayTOCOMHO-JOMHUHAHTHO-
My Tuny. B Hacrosiee Bpems m3BectHo 11 reHos, or-
BerctBeHHbIX 3a Cb: SCNSA (BrS1), GPDIL (BrS2),
CACNAIC (BrS3), CACNB2b (BrS4), SCNIB (BrSS),
KCNE3 (BrS6), SCN3B (BrS7), KCNJ8 (BrS8), CAC-
NA2D1 (BrS9), KCND3 (BrS10), MOG1 (BrS11). Ilpu-
mepHo 60-70% nauenToB ¢ Cb ocTaioTcst reHOTUITNYEeCKU
HenJeHTUPHUIPOBaHHEIMU. Hanbosnee Xopoio n3ydeHsl
MyTanuu o-cyobenuuuibl reHa SCNSA, koropble HpH-
BOJSIT K LIMPOKOMY CIEKTPY (DEHOTHIOB, BKIJIIOYAIOIIUX
nomumo Cb: cuHIpoM BHE3arHON HEOXKUJTAaHHOW HOYHOU
CMEpTH U CUHJIPOM JIETCKOM BHE3aHOM cMepTH, CUHIPOM
ynaunaénnoro untepBana QT 3 tuna, Oonesus Jlenerpa,
NDK, Bpoxk1EHHBIN CHHAPOM cl1ab0CTH CHHYCOBOTO Y314,
BPOXKJIEHHYIO OCTaHOBKY Hpeacepiuil, HacIeICTBEHHYIO
GUOPMIISILNIO TIpEeCeparii, apUTMOTEHHYIO KapIHOMHUO-
TMIaTUIO/IUCIIIA3MI0 TIPABOTO JKEIYI0UKa, MIATAllMOHHYIO
kapauomuonaruto, OMM, HekoTopsle (OpMBI SIHIETICHH
1 30 pEHHH.

Juarno3 Cb nocrosepen, ecim Ha DKI' o6Hapyxu-
Baercsi coved-nmonbéM cermeHTa ST B HpaBbIX I'PYIHBIX
orBefeHusX (Ha ucxoxHoi DKI' mim nmocie npoBoKaIMoH-
HBIX TECTOB) M OJTHO WJIX O0JIce U3 CICAYIOUINX YCIOBUI:

55

1. 3apeructpupoBanHas noiaumopdHas KT/DIXK;
2. ucropust BHe3anHON (HEOOBSICHEHHOH) cepaeyHON
CMEpTH POJICTBEHHUKOB B MOJIOJIOM Bo3pacte (<45 ier)
unu | tun Cb na OKI' y poacTBeHHUKOB;
3. HEOOBSICHUMBIE CHHKOIIE;
4. CUHIPOM HOYHOTO MYYHUTEIBHOTO JbIXaHUS;
5. uapyruposanue OX/ KT npu DDU.

IIpusnano, uro nauuentsl ¢ Cb, umeromue B aHaM-
He3e OIacHbIe JUIs )KU3HU apUTMUU, HOYHOE My4YHUTEJIBHOE
JipIxaHue i npepsanHyto BCC, HaxonaTcss B CaMOM BBbI-
COKOM PHCKE M MMEIOT a0COJIIOTHBIC MTOKa3aHMs JUIsl UMII-
JaHTalMu Kapauoseprepa-nedudpustopa (MKI) [22].

Crparnduxanys pucka 6eCCUMIITOMHBIX ITal[IEHTOB
¢ Cb ocraércs npoOneMoii 1 BOIIPOCOM KHBBIX 1e0aToB.
Cewmeiinas uctopus BCC B Bo3pacte Mosnoxe 45 yer u
Hammure CPPXK B HMKHE-OOKOBBIX OTBEACHUSX IPU3HA-
HBl HE3aBUCHMBIMHU IIPEIUKTOPAMHU (aTabHbIX apUTMH-
4yeckux coObiTuil [23]. M3BeCTHO, YTO MHOTHE KIIUMHHYCC-
kue ciayyan DK Ha camoM Jiene MOTyT TPaKTOBAaThCs B
pamkax CBb. S.Viskin et al (2000) u3yumiu 39 nanueHToB
¢ UDXK u 592 yenoBeka W3 KOHTPOJIBHOM TPYIIIBI U 00-
Hapy>KWI, 4To pacnpoctpanéHHocts 1 Tuna Cb cocraBu-
na 21% npu UPX (8 nauuenros) u 0% B KOHTPOIBHOI
rpymie (p<0,005). ComHUTEIbHOE NIPUCYTCTBHE HATTEPHA
Bpyrana nabmonanocs y 2 nanuentoB UDXK (5%) u B 1%
KOHTpOJIbHOW Trpynnsl [24]. PerpocnekTHBHBIN aHanu3
naruenToB ¢ MDXK u npepsannoit BCC B cranuoHnape, B
3aBUCUMOCTH OT HCIIOJb3YEMBIX KPUTEPUEB, MTO3BOJIIII OT
3 10 24% stux nanueHToB otHecTH K Cb [25]. [To nanubiM
JIpyrux uccienoanui, ot 40 1o 60% Bcex ciayyaeB DK
Ha camoM gene sisitores Cb [26].

CUHJIPOM PAHHEM PENOJISAPU3AIINA
KEJYIJOUYKOB U UIUOIMATUYECKASA
OUBPUJIIIANNA KEJITYJOUYKOB

CPPX 6511 BriepBrie ommcad B 1936 . R.A.Shipley
n W.R.Hallaran, xotopsie uccnemosanu 4 orsenerus 200
37I0POBBIX MOJIOZBIX MY)KUYMH U JKEHIIHMH W OOHApYKWIN
0COOEHHOCTH COENUHEHUS J ¢ KOHEYHOW YacThI0 KOMII-
nekca QRS B Bune slurring («cmazanHOCTHY) U notching
(«3a3yOpHHEI»), OIIEHUB M3MEHEHHS KaK BapHaHT HOPMEI B
paMKax YCKOPEHHOW penoIsiprU3aIliy KeIyaIodkoB. B 1961
r. R.D.Wasserburger 1 W.I.Alt nomomaumu CPPX mpusna-
KaMmu norbéMa cermenTa ST Ha CThIKE TOUKH J ¥ KOMITIEK-
ca QRS ot | 70 4 MM OT M30IMHUY BOTHYTOW BHU3 (POPMEI
C aCHMMETPUYHBIMH, OONBLION ammmTyasl 3youamm T
B TPYIHBIX OTBeneHMsIX. B Hacrosmee Bpems mog CPPXK
MTOHUMAIOT HIHOTIATHYECKUIN NIEKTPOKApANOTpadIeCKIH
(eHOMEeH, XapaKTepH3yIOIMHUIics HaaudueM J BOJHBI Ha
HUCXOmAmeH dacth komruiekca QRS w mceBmoxoponap-
HBIM morbEMoM cermenTta ST [27].

OKT -pm3nakamu CPPX sABISIOTCSA: TOPH30HTAIB-
HBII WJIM KOCOHMCXOMAMINN moaséM cermenra ST Ha 1-6
MM BBIITYKJIOCTBIO KHH3Y; OBICTPOE M 3HAYMTEIHLHOE yBE-
JIMYEHNE aMIUTUTYAbI 3yO1ia R B TpyTHBIX OTBEICHUSX C OfI-
HOBPEMEHHBIM YMEHBIICHHEM WIIM HCUC3HOBEHHEM 3yOLa
S; Hammaue J-TOUKH ¢ OTYETIINBOM 3a3yOpHHOM (TICEBIO3Y-
Oer1 ) MM BBICOKOW BOJTHBI COSAMHEHNUS HA HUCXOSIIEM
koneHe 3yoma R; ymmpenume QRS mo 90£10 mc (80«10
MC Y 3[0POBBIX JIMIl); aCHMMETpUYHBIE 3yOnsl T BEICOKOH
aMITIATY/B! (TIOJOKHUTENBHBIE WM OTPHULATENIBHBIE), TaK
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Ha3bIBACMBIN «JIA0MIIBHBIIN» MM «IOBEHHJIBHBINY PUCYHOK
BOJIH T; MOBOPOT IEKTPUUECKOI OCH cep/lia MPOTUB Ya-
COBOI1 cTpeNky; HeKOTopoe ykopoueHue nHrepsaia QTc B
cpeareM 10 392422 mc (401+13 Mc y 310pOBBIX JIHII).

B nocnenyromue rojasl HEKOTOPHIE HCCIEIOBATEIN
0e3ycCIelHO MBITAINCh OXapaKTepu30BaTh KIMHUYECKOE
u nporuoctuueckoe 3HaueHue CPPXK, Ho ponrue ropw
CPPX TpaaiuIIMOHHO MHTEPHPETHPOBAJICS KaK «HEBUH-
HBII» («benign J wave») BapuaHT HOpMBIL. PacripocTpanén-
HocTb CPPX cocraBmnsier 2-5% cpenu MOJIOABIX 310POBBIX
mozielt u 13-48% cpeau MalueHToB, MOCTYNAOLINX B CTa-
LIMOHAP 10 CKOPOW TIOMOIIH ¢ jkanobamy Ha OOJIH B JIEBOH
rosioBHHE rpynHoii kietku. CPPX vame oOHapyxuBaercs
y Jmn Myskckoro mona (77%), monogoro Bospacta (27,5%),
0COOCHHO y BaroTOHMKOB, CIIOPTCMEHOB; IIPU THIICPTPO-
(uueckoil KapIuoMHONaTHH, JeeKTax M TUneprpohun
MEXOKEITyIOUKOBOM MEeperopojky, AUCIUIa3MU COEAMHU-
TEJIbHOM TKaHU U MpoJIaliceé MUTPAJIBHOIO KJalaHa, nopa-
JKEHUU CIIMHHOTO MO3Ta U y HapKoMaHoOB [28, 29], a Takxke
npu cunapome WPW [30] u cunIpome yKOpOueHHOTO UH-
tepBasia QT [31]. OKT nposisnenust CPPX o6HapysxuBatot
obparnyto koppeisiuio ¢ YCC u Bo3pacToMm.

B HacTos11iee BpeMsl aKTUBHO UCCIIEAYeTCs poilb Ha-
CJIEZICTBEHHOCTH U HalMoHalbHOCTH B pa3Butuu CPPXK.
B skcniepuMeHTaIBHBIX paboTax IMOJy4eHbl JAaHHbBIC, YTO
aktuBanus ATd-qyBCTBUTEIBHOTO KaJWEBOTO TOKa BbI-
3piBaeT kapTuHy CPPX y cobak. HenaBHo y mauneHTos ¢
CPPX Obun obnapyxensl MyTtaimu rena KCNJ8, orer-
CTBEHHOTO 32 ()OPMHUPOBAHHE CYObEMHHIIBI ATOTO KaHaa
[32], u myTaruu ol- u 2- cyObeIUHUI] KATTBIIMECBBIX KaHa-
soB L-tuna [33]. O0HapyxeHO, 4To BhipakeHHOCTH CPPIXK
camasi He3HauyMTellbHasl y eBporeines. Y adpo-amepu-
KaHIeB 4Jaiie orMmeuaercsa noabém ST B I u V3-V6, torma
Kak y kuTaiines - B V1 u V2. AMmurtyna BosiHsl J camast
Oosbinast y Kutaickux Myxaut B I, V1-V6 u y kutalickux
skeHuH B V1-V3 [34].

ComHeHunst B «gobpokadectBeHHOCTH» CPPXK BO3-
HuKM nocie myonukanuu C.M.Otto et al (1984), B xoTo-
poii aBTOpHI NpeAcTaBmwn TpH ciaydas XK Bo Bpems cHa y
MOJIOIIBIX 3[J0POBBIX MYX4HH, OexkeHueB u3 FOro-Bocrou-
HOH Asuu. EnvHCTBEHHON aHOManuell y 9TUX MalMeHTOB
ObUTH BBIpaKeHHBIE BOJIHBI J ¢ monbéMom cermenra ST
[35]. B cronune ®ununnud (Manune) B nepuon ¢ 1948
mo 1982 1., B o0mieil cIoXHOCTH 722 MPaKTUYCCKH 3M10-
POBBIX MOJIOABIX MY)KYHMHBI IIOT'MOJIM BO CHE OT OOJIE3HM
«Bangungut» (4To ¢ MECTHOTO Hapeubsi MOYKHO ITEPEBECTH
KaK «CTOHyIIUH Bo cHe») [36]. B 1980-x rogax LlenTp mo
koHTposro 3aboseBannit (CLIA) momyqnn oxono 120 co-
oburenuii o ciyuasix BCC 6exenieB u3 FOro-BocTouHnoii
Azun, npoxuBaromux B CLIA [37].

ITepsbivu Ha cBsi3b Mexay CPPXK u UDXK obpatunu
BHUMaHKe Y.Aizawa et al B 1993 . OHu onricanu 4eThIpéx
nanuentoB ¢ UMK, na OKI' koTopbIx 0OHApY)HUIH TPH-
3naku BITHIII ¢ J BoiHO# B HMXKHMX M OOKOBBIX OTBeEJIe-
HUSX U C TOJOXUTENbHBIMU 3yOmamu T. Habmomaembrit
(denomen CPPXK aBropbl 00bsSCHUIIM 33/1€PXKKOM IPOBOJIH-
MOCTH IO TUIY «OpaJi3aBUCHMON BHYTPHIKEIYI0YKOBOM
6rokaey. OHaKo 9Ta J BotHA ObUIA YCTOWYHMBOW YacThIO
Mopdonorun QRS, Hukak He crsazannoit ¢ YCC [38]. B
2000 r I.Gussak n C.Antzelevitch B sKcriepuMeHTaIBHBIX
paborax nokazanu, yro CPPXX He moxer a priori paccmar-
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pUBATHCS KaK BapUaHT HOPMBI, M 4TO MPU ONPEAETEHHBIX
ycnoBusix nanuentsl ¢ CPPXK moryTt ObiTh B OosbIIoM
apUTMOTeHHOM pucke [39], BKIto4yasi pa3BUTHE DJIEKTPHU-
yeckoro mropma [40]. OTo nmoaTBepxKAaeTCs TaKKe MpH-
Mepamu HacnencTBeHHol ucropun BCC y manueHToB c
CPPX [41] u MHOTOYHCIICHHBIMU KJIMHUYCCKIMHU HAOIIO-
JICHUSIMH.

M.Takagi et al (2000) HaGarOMQ)IM TPEX TALIUCHTOB B
pamiax arunuuHoro Cb ¢ snusonamu @K B anamHese u ¢
J BonHOI B HMKHUX OTBeAeHUsAX. OTMedanach AMHaAMHKA
creneHu noaséma cermeHta ST B TeueHHe CyTOK, Kpome
TOTO, BBE/IEHUE TU30MHUPaMHUIa IPUBOANIO K YBEJINUEHUIO,
a (usmueckas Harpy3ka K MCYC3HOBCHHIO J BOJIHBI [42].
M.Maruyama et al (2002) onvcany KJIMHAYCCKHIA CITydait
Ba30CMACTUYECKOW CTCHOKapAUM y S52-JIETHETO MYXK4H-
HBI, y KoToporo 3a 20 munyT no passurus OX xa OKI
BO BCEX OTBEJEHUSX MOSIBUINCH J BOJHBI aMIUTUTYIO0H 110
7 mm [43]. P.Kukla et al (2007) onucanu AByX MalleHTOB
¢ J BOJIHOI B HM)KHHMX M OOKOBBIX OTBEACHHSIX ITOCIIE TIpe-
pBanHoit BCC. B 06oux ciyyasix J BojHa ucuesaia nocie
BBEJICHHS allMaJIMHa, Y OJJHOTO MaIMeHTa MosBuIICcs coved-
MaTTePH B NPaBBIX TPYAHBIX OTBEACHHSX, THITMYHBIN JUIs
CB. OTOT manueHTt oTkas3aiucs OT JEYEHUsS XUHUIUHOM U
WK/, npyromy 6bu1 ycranosien UK/ [44].

Onucan cinyyaii 6panuzaBucumoint XK y 40-netHeit
skeHIIMHBl ¢ CPPXK B HIDKHUX M MpaBbIX TPYAHBIX OTBE-
neHusix ¢ xopormM 3pdekrom u3onporepenona [45]. B
uccinenosannu M.Haissaguerre et al (2008) CPPX no-
CTOBEpHO yaile BcTpevancs y nanueHtoB ¢ UDX (31%
npotuB 5% B KoHTponbHOU rpynie, p<0,001) u peruc-
TPUPOBAJICS, TIaBHBIM 00pa3oM, B HIKHHX M OOKOBBIX
OTBEIICHUSX. J BOJTHAM BBICOKOH aMILIUTY/IbI (2 MM) ObLiIa
npucymia 00JbIIas apuTMOTEHHOCTh, YeM HHM3KOaMILIH-
tynueiM (1,2 MM). Beero obcnenosano 206 manueHTOB
[46]. ¥V nanuentoB ¢ npusHakamu CPPX mpu ycranoske
HKJI takxe oTMe4asloch OOJbIlle apUTMHUYECKUX COOBI-
Tuit (41% npotus 23%). Kpome Toro, "MeHHO NaIiueHTHI
¢ J BonHOH pa3BHUBaIM apUTMHUYECKHE HITOPMBI, Pe3UC-
TEHTHBIC K 3-Onokaropam, Beparnamuily, aMuoAapoHy, U ¢
XopourM 3PEeKTOM U30MPOTEPEHOIIA B OCTPHIX CIIydasx
U XMHHJUHA - B XpoHU4eckux [47]. B Habmonenuu 14-
netHeit nesouku ¢ CPPX u ¢ ucropueii coie 100 smu-
30108 @)K renetnueckoe nccie0OBaHUE BBISIBIIIO MyTa-
o rena KCNJS, cyopenunmibsl ATO-uyBCTBUTEIEHOTO
KajmeBoro kaHasa [32].

B nocnenHue roasl NOSBUIINCH U CTAaTUCTHUYECKUE
nanHble o cBa3u CPPX ¢ >xu3HeonmacHbIMM apuTMHuec-
kumu coobitusiMu. CortacHo uccienoBanusimM A.Abe et al
(2007), y mamnmeHTOB ¢ CUHKOMAIEHBIMU COCTOSIHUSIMU 10
CPaBHEHHIO CO 3/I0POBBIMM JOCTOBEPHO Yallle, PETUCTPU-
pyercst J BomHa (18,5% mnpotus 2%) [48]. R.Rosso et al
(2008) m3yunnu yacrory CPPXK y 45 nanmentos ¢ DK,
121 cnoprcmena u 124 310pOBbIX JIIOCH U CIENadd BbI-
BOJ, uTO J BOJIHA yalie oTMedaeTcs y nanuentos ¢ MPXK,
4yeM y 310poBbIX (42% npotus 13%, p = 0,001), npu sTom
JIOCTOBEPHO yaille B HImkHUX (27% npotus 8%, p=0,0006) u
oreenenusix | u aVL (13% nporus 1%, p=0,009) u ¢ oxu-
HakoBoii yactoror B V4-V6 (6,7% npotus 7,3%, p=0,86).
OtmeueHo Takxe, uyto yacrora CPPXK y Monozasix cropt-
CMEHOB SIBJIIETCSI NPOMEKYTOUYHOH MEXIy 310pPOBBIMU
JIIpMHU 1 ntanueHTamu ¢ MOX [49].
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F.M.Merchant et al (2009) n3yunnu mMeguuMHCKHE
oruérel no VKJI, ycTaHOBJIEHHBIM B OJHOM YYPEXKICHHU
3a 1988-2008 T, yTOOBI MACHTH(OUIMPOBATH CITyYaH HIHO-
naruyeckoit KT/DXK. U3 1 224 mauuenros ¢ MK]] Obu10
BbIsIBIIEHO 39 ciydyaeB mamonaruueckoit JKT/DXK, u3 xo-
Topbix 9 (23%) nponemonctpuposanu CPPX. 3a cpennuii
cpok 7,24+4,6 roja KOIMYECTBO HIOKOB Je(uOpmiusiTopa
WM CMepTHOCTH ObutH BhiIe y nanuentos ¢ CPPX (30%
npotuB 11%), J BosiHa B 8 pa3 yaiie perucTpupoBaiach B
orBeeHUAX V4-6 [50].

HawuGoree nosHOE HcciIea0BaHue 110 OLEHKE Pacpo-
CTPaHEHHOCTHU W MporHoctuueckoMmy 3Hauenuro CPPXK B
o6meit nomyssiumu BoimonHeHo J. T.Tikkanen et al (2009).
O6cnemoBano 10864 uenoBek B Bo3pacte 44+8 set, oOHa-
pyxeH noseieHHsi puck BCC npu noabséMe Touku J B
HWKHUX oTBeneHusix > 0,1 MB B 1,28 paza, a npu > 0,2
MB (0,3%) - B 2,98 pa3a [51]. OueBumHO, YTO BCE ITH UC-
CJICIOBaHMs YKa3bIBAalOT Ha HEOOXOIUMOCTH IIepecMoTpa
GriarockiionHoro otHotreHus k CPPXK.

CUHIPOM J BOJIHbI

HaxomsieHHbIe MHOTOUHCIICHHBIC KIMHUYECKHE JTaH-
HbIe O ] BOJHE IO3BOJIIIOT BBISIBUTH OJIMH OYEBHIHBIN
¢daxt. Ilepedpaszupys H3BECTHOE BCEM BBICKAa3bIBAHHE
H.Marriott, MOXXHO CcKa3aTh, 9TO BoJTHA J OfHA, a CHUTYaIHit
Oonee coTHH. Mexmy TeMm, HElNb3s HE OTMETUTD, UTO KO-
Me noxoknx mMeHernit DKI cymecTByer u onpenenéH-
Has (enorunmueckas cxoxects CPPXK, Cb u UDXK. Dr1o
oT4éTIIMBOE Tpeodramanne Myxckoro noma (mpu CPPXK
4:1-6:1, mpu Cb 8:1-10:1, mpu MDXK 2:1-3:1); monomoit
WJIA CPEHUI BO3PACT MAIMEHTOB; OTCYTCTBHUE 000 pac-
MTO3HABAEMOW CTPYKTYpHOU OOJIE3HU CEepAla; OTCYTCTBHUE
CBSI3H CO CTPECCOM; yITydIlIeHHE PENOJIIPU3AIN TIPH BBE-
neann u3omnpoteperona. Kpome toro, mpu CPPX u Cbh
Ba)KHAs POJTb OTBOAUTCS HaciencTBeHHOCTH, a Chb 1 MDXK
00beaNHAIOT O0MHOCTh MyTanuu reHa SCNSA 3p21-p24,
CTIIOHTAHHO PAa3BHBAIOIINECS CEPbE3HBIE APUTMHUICCKHE
cobertus (npu Cb, mpenmymectsenHo, B 80% ciryuaes,
B HOYHBIC Yachl), NHIYINPOBAHHE KU3HEOMACHBIX aAPUT-
muit ipu DOU, akuenTyarms J BomHEI 1 moapéMa ST mpu
ypeXeHHn puTMa, Hopmanusanus nogbéMa ST m mpenmo-
tBpamerne XK npu BBenennn xuauanHa. C.Antzelevitch
1 G.X.Yan B 2010 1. mpenmoiaoKuiIH, 9TO apUTMOTEHHBII
MIPOTHO3 TUX TPEX CHHIPOMOB, ITO-BUANMOMY, OTIPEIEIIs-
€TCsl PA3IMYHON IJIOTHOCTBIO [t0 B snMKapae: HU3KOM npu
CPPX, cpemneit mpu UDXK n makcumansroi pu Cb, u
OOBEIMHIIN UX B «CHHAPOM J BOIHBD) [52].

[lo crenmenn pucka apUTMHUYECKHAX COOBITHH WMH
opun BeIeneHsl 3 tuma CPPXK: 1 tum (HmM3KOro pucka)
pacIpocTpanéH Cpean 3AOPOBBIX JIMI U CIIOPTCMEHOB -
obpazerr CPPX peructpupyercss B GOKOBBIX OTBEICHUX;
2 tun (cpeanero pucka) - oopaser; CPPX peructpupyercs
B HIDKHHUX WJIN HWKHE-OOKOBBIX OTBEICHMSAX; 3 THII (BBI-
COKOT'O PHCKa) CBSI3aH C CaMbIM BBICOKMM YPOBHEM pHCKa
xku3HeonacHbIX aputmui (OKT/DX) u cepaeanoro mropma
- o0pazerr CPPXK peructpupyeTcst BO MHOTHX OTBEACHUSX:
HIKHUX, OOKOBBIX, ipaBbIX. [To3maee 4 Trmom CPPX nvu
osut HazBaH Cb (¢ oOpasmom CPPX B mpaBwIX TpyaHBIX
OTBEJICHUSIX ).

CymiecTByIOT ¥ @aHATOMHUYECKHE PAa3JIndns, HaXO/Is-
e cBoé¢ orpaxenne Ha DKI': mpu CPPX J BonHa garme
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HaOronaercsi B OOKOBBIX (B TPaBBIX TPYIHBIX OTBEICHH-
X TOJIBKO B 9% ciyuaes), npu MPXK B HMkHE-O0KOBBIX,
npu Cb - B mpaBbIX rpyaHbix orBeneHusx. Cieayer Tak
’Ke OTMETUTh, uTo uHTepBai QTc npu UDPXK nmeer TeH-
neHiuo kK yrkopoueHuto (QTe <360 mc) [53]. [To MmHeHHIO
psna aBtopoB, TepmMuH DX nomkeH ObITh cCOXpaHEH
TOJIBKO JUISl CITy4aeB, HE CONPOBOXKJAIOIIUXCS HUKAKHUMHU
n3meHeHusiMu Ha DKI, a nmpu HaJIM4YMK BOJNHBI J B HUXK-
nux (II, I, aVF) w/umu 6oxoBeix (V5-V6) oTBeneHuUsIX
nesiecoobpasHee MCIoib30BaTh dMoHUM «Haissaguerre
syndrome» [54].

WHTepecHO, 4TO BCe HACJEACTBEHHbIE ()OPMBI CHH]I-
poma J BOJIHBI MPOSIBIIAIOT «overlap syndromey («cuHIpoM
nepeKpécTay), T.e. MOT'YT COCYIIECTBOBATh Y OJTHOT'O ITaIH-
€HTa WIN Cpe WICHOB OfHOW ceMbu. OnmucaHa UCTOPUS
DX y mononoro kutaiina, Ha OKI' koToporo orMevanich
BBIPa)KCHHbBIE BOJIHBI J IPAKTHYECKH BO BCEX OTBEICHMSX,
koHpurypauu CPPX u Cb [55]. V apyroro nanuenra c¢
XK na OKI perucrpuposaincs CPPX B HuxHUX oTBeje-
HUSIX, a y ero Opara tunuuHbii narrepH Cb [56]. UaTepec-
Hoe HaOmonenue npeacrasmwin J.B.Gourraud et al Ha Kon-
rpecce ESC 2011 (Gourraud JB, Sacher F, Hocini M et al.
Indeterminate J wave syndrome: overlap or new phenotype,
no marepuanam ESC Congress 2011). Y 9-nietHeit 1eBouku
¢ snmzonamu DK B anHamHe3e, CTPYKTYPHO HOPMaJIbHBIM
cepAleM M KOPOHAPHBIMU COCYJaMu, 10 JIAaHHBIM 00cIIe-
nosanuil, Ha OKI perucrpupoaincs noabéM cermenta ST
B V1, avR u III ¢ penunpoxHoii nemnpeccueit B 0CTaabHbIX
OTBeICHUAX U yanuHeHue nntepBasa QTc=537 mc. I'ene-
TH4eckas SKCIepTu3a BeisiBIIa MyTanuu reHa SCNSA, o
noBony auarxosa arunuyHoro Cb 6wu1 ycranosnen MKJ]
n Ha3HaueH npuéM xuHuuHA. [locne aTtoro B mepsbie 2
roja ObUIO 3apErMCTPUPOBAHO 2 DIEKTPOIIOKA, 3aTeM IO
1 ®XK B mecsn. [locne nobapneHus k tepanuu [-Onoka-
TOPOB M aMHUOJApOHA 3aperuCTPUPOBAH NIEKTPUUCCKUIT
mropMm (yuamenne XK no Heckombkux B cytkn). [Tocie
00OHapyKeHHUsI APUTMOTEHHBIX YYaCTKOB B MEOKEITYI0YKO-
BOW TIeperopojike BhinojaHeHa abnauus. Tpu npyrue adna-
Uy nposezieHbl B myTsax ortoka [IDK u JIK u B obnactu
BEPXYILIKH cepaua. B ToT ke 1eHb pa3BUIICS HOBBIN HITOPM
C pa3BUTHEM KapJHOTEHHOTO I1I0Ka, YTO II0TPeOOBAIO BbI-
TIOJIHEHMSI TPAHCIUIAHTALMK Cep/ia. ABTOPBI IPEIIONO-
JKHJIH, YTO MPUYMHON STHX JpaMaTHYeCKUX COOBITHIT MOT-
70 OBITH HapyLIEHUE NPOBOAUMOCTH CEp/lla BCIEACTBHE
BBISIBJICHHOI HU3KOH INIOTHOCTH BOJIOKOH [lypKuHbe.

J-BOJIHA TP OCTPOM UH®APKTE
MHMOKAPIA C HOBOII MYTAIIUEN 'EHA
SCN5A

L.R.Dekker et al. (2006) momaratot, uro puck DX
npu OVIM ompeznenseTcs CTENCHbI0 N3MEHEHUI CerMeHTa
ST u HacnenctBeHHO# uctopueit BCC, nmes B BUAY poib
TEHETHIECKNX MyTalllii HOHHBIX KaHaloB cepaua. [lo-Bu-
nuMmomy, manueHTsl ¢ OVM, nMmeromue BpoKIEHHBIE Ka-
HAJIOTIATUH, HAXOATCS B 00JIee BHICOKOM PHCKE Pa3BUTHS
DK, yem OonbHBIE O€3 TEHETUYECKUX OTKIOHEHMH. Tak-
ke MOXKHO okmaars mHOH martepH QRS-ST mpu OUM y
9TO# Tpymmsl mamuenToB [57]. HemaBHue KIMHWYECKHE
UCCIIEZIOBAaHUS TIPOAIEMOHCTPHPOBAIIH, UTO WIIEMHUYECKHE
COOBITHS, COTIPOBOXKAAOIIHECS moabéMoM cermenTta ST,
TTOBBIMIAIOT APUTMOTCHHBIN pucK y maruenToB ¢ Cb [58].
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C npyroii croponsl, myTanuu reHa SCNSA criocoOCcTByOT
ycusieHuto aputmorenHoctu npu OUM [59].

[To nanubiM A.Oliva et al (2009), u3 19 nauneHToB
¢ ONM, ocnoxxuénubim DX, eAMHCTBEHHBIM, KTO pa3BUI
aNeKTpudecKuil mrtopm, 611 70-1eTHUI MyXKUUHA, UMe-
rouuii myrtanuio reaa SCN5SA. To o0CTOATENBCTBO, YTO
@K pasBunach BHEpBbIE y MOXKUIOTO YeJIOBEKa TOJIBKO
npu OMM, cBUAETEABCTBYET O €ro reHeTUYeCKoN mpen-
PacIIoIOKEHHOCTH K apUTMHYeCKUM coObiTusM. [TpoBe-
JICHHE NPOBOKALIMOHHBIX TECTOB UCKIIIOYHIIO BOSMOXKHBIE
CcyOKJIIMHMYECKrne (OPMBI POJICTBEHHBIX apUTMHUYECKHX
cuaapomoB (Chb u cuHapoMa yMIMHEHHOTO HMHTEpBasa
QT) [60].

Ha ceromusmnuil JeHp H3y4eHHE TIEHETHUECKUX
acreKToB J BOJHBI U €€ PO B apUTMOIeHe3e KaK CTPYK-
TYPHO HOPMaJbHOTO, TaK M HIIEMU3UPOBAHHOIO cepjua
Ype3BbIYAHO aKTyaJabHO. VI MMEHHO 3T aCHEeKTh! JETIH
B OCHOBY CHHJIpOoMa J BOJIHBI, OOBEMHSIOIIETO B HACTOSI-
mee Bpemsi CPPX, Cb, UDXK, OUM c mytanueit SCNSA
u runotepmuto [61]. OTmMeTuM, 4TO BOMPOC, SABISETCS JI
J BosiHA HapyIIeHUEM NPOLECCOB PENOAPU3ALIUYN UITH Jie-
MOJISIPU3ALUK, OCTAaETCsl MPEJAMETOM AaKTHBHBIX Je0aTroB
[62], a pan uccaenoBaTenei CUUTAOT TEPMUH «CHHIPOM J
BOJIHBD» HEYMECTHBIM U 3aITyThIBAIOIIUM CUTYyaIuto [63].

BOJIHA JIAMBJA

l'urantckas J BoiHa, BomHA siMOaa (Gussak wave),
otHocutcs K HOBBIM DKI-mapképam BCC BenencTaue oc-
TaHOBKH cepxra, a He XK. B 2004 r .Gussak et al o6napy-
KWJIH y TIAI[EHTa ¢ NANOIATHYECKOH achucTonmel cepama
cnenuduaeckwii marrepH komruiekca QRS-ST, kotopsrit 3a
CXOJZICTBO C Tpeueckoit OykBoif A HazBamm «lambda wave»
[64]. Heckompko panee, B ToM ke 2004 1., A.R.Riera et al
ONMCANIA CYIOPOKHBIH CUHAPOM Yy 26-JIETHETO MY>KUMHBI,
Ha OKI' KoTOpOTO perucTpupoBaics 0COOSHHBIH MOTBEM
cermenTa ST ¢ orpunarensHbM 3y0rom T B mHmmkHEX (11,

58

IIT u aVF) u 6okoBom (V6) OTBEICHHUSX U PELUIPOKHAS
nenpeccust ST B I, aVL, aVR u VI-VS5. DKI-u3menenus
Obutn naneku ot ¢enomena [lapau, XoTa W HarOMHUHAIN
HwkHu OMIM. HecMmoTps Ha feTaibHOE KapAuoJIoruyec-
Koe o0ciiesioBaHue, He OBIIO MMOIYYeHO HHKAKOTrO KIMHH-
ko-aboparoproro mnoarsepxaeHust OUM, omnako nBa
ONM3KHMX POJICTBEHHHKA OOJILHOTO CKOHYAJIMCh BHE3AITHO B
Bo3pacte 31 u 39 7et, u caM MaIMEeHT BHE3AlIHO YMEp BO
BpEMsI XOJITEPOBCKOI0 KapIMOMOHUTOPUPOBAHMUSI, 3aperuc-
TPHUPOBABIIETO OBICTPOE TPe0Opaz0BaHKE MPOOEIKKH ITOITH-
Mopduoii XKT B dparansHyto acucronuto. A.R.Riera Hazsai
HaOromaeMelii penomer arunuyabiM CBb [65], mo3mHee
onpenenuB noabEM cermeHTa ST kak JITMOIOTIOAOOHBINH
(Gussak wave) [66]. P.Kukla et al B 2008 1. mpencraBuiu
Tpéx nauueHtoB ¢ OMIM, y koTopbIx noasém cermenTa ST
ObUT JIAMO101I0100HO# popMBI. Y BCEX MaleHTOB peruc-
TPHUPOBAJICS AEKTpHUECKH mTopM (roaumopduas KT n
®XK), pe3ucTEeHTHBIN K BBEICHHUIO aMHOIApPOHA U C XOPO-
mmM 3G PEKTOM 0T OOIIBIIHX /103 B-0JI0KaTOPOB.

[To MHeHHIO aBTOPOB, BOJIHA JIIMO/Ia YacTO MPUCYT-
ctByeT y nauuentoB ¢ OUM, ocnoxxuénnom OXK, u Mmoxer
CITy’)KUTh MapK&POM BBICOKOTO apUTMOI€HHOTO PUCKA MPU
ONM [67].

OnHOM M3 BO3MOXKHBIX NMPUYUH TOSBJICHUS BOJIHBI
MOl CYMTAIOT TeHEeTHYeCKHe NedeKThl MOHHBIX KaHa-
noB cepaua. M3BectHo, uTo BOnHA JsiMOna yarie oOHa-
PYKHMBaeTCs y JIMII MOJOIOrO BO3pacTa, C OTATOIIEHHON
(cunkonanbHele coctosiHus win BCC y wieHOB ceMbH) Ha-
CIIEJICTBEHHOCTBIO. B KIIMHHYECKOH KapTHHE OTMevaroTcs
HEOOBSICHUMbIE OOMOPOKH ¥ 3JI0KaYECTBEHHBIE apUTMHH.
BCC uame npoucxoguT B HOYHBIC 4achl, MO-BUAUMOMY,
BCJIEJICTBHE TMOBBIIIEHUS TOHYCa IapacUMIaTHYeCKOH
HEPBHOM CHCTEMBl WM BHE3AIIHOTO BBIPA)KEHHOI'O Ba30-
BaraJbHOro pedyueKca, YTo B KOHEUHOM CUETE MPUBOAUT K
YTHETEHHIO JESITEIbHOCTH CEp/lla U ero OCTaHOBKE (Tak
Ha3bIBAEMBIN «BAaryCHBIH IITOPMY).
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