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CuHIpOM paHHEW pPeroJIspU3aIliy JKEITyI0YKOB
(CPPXX) mpencraBnsieT coOoif OIWH W3 BapHAHTOB
CHUHIIpOMa J-BOJIHBI, OTHOCHUTCS C TIEPBUYHBIM, Te-
HETUYECKH JIeTePMUHUPOBAHHBIM apUTMUYECKUM
CHUHJIpOMaM WM KaHAJIOMAaTHsM, acCOLMUPOBAH C
puckom BHe3arHOH cepaednor cmeptu (BCC) [1-5].

Onexrpokapanorpaduuecknii (OKI) marrepH
panHel penonsgpuzanun xerynoukos (PPXX) Bmep-
BbIe ObLT mpezcTaBieH B 1936 r. Shipley u Halleran
KaK BapuUaHT HOPMBI Y MOJIOJIBIX 37I0POBBIX JIFO/IEH
U JUIMTETIbHOE BPEMsl CUMTAJICS JOOpOKayecTBEH-
HeIM (eHOMeHOM. B 1953 r. Osborn BbisiBHI 3Ha-
YIMOE YyBEIMYCHWE aMIUTUTYAbl J-BOJHBI TEpen
paszBuTHeM GUOpHILIAIIN KemynoukoB (DXK) mpu
AKCIIEPUMEHTAIFHOW THUIIOTEpMHH Yy cobak [6],
MOCJIe Yero MOABWJICS TEPMHUH THUIOTEPMHUUYECKAs
«BosHa OcbopHa». OgHAKO B psAc MCCICAOBAHUN
MOKa3aHo, YTO J-BOJIHA acCOLMUPOBAHA HE TOJBKO
C TUMNOTEpMHUEH, HO U C IPYTHMH COCTOSHUSIMH, B
TOM YHCIIE THIEpKaJIbIIeMuel, cy0apaxHOuIalb-
HbIM KpoBomznusaueM [7]. B 2000 r. B skcnepu-
MEHTAILHOM ucciienoBanuu Antzelevitch u Yan
MPOJIEMOHCTPUPOBAaHA TOTEHIMAIbHAs apUTMO-
reaHocTh DKI-matrepua PPX [8]. B nanpueiimem
B KJIMHAYECKUX HCcenoBaHusXx Haissaguerre u
coanT. (2008 r.) ycTaHOBIIEHA aCCOITHAITUS MEKITY
J-BonHo#t n uauonatudeckoit XK [9]. Rosso et al.
MIPOJEMOHCTPUPOBAIM, YTO HaJu4ue J-BOJIHBI Ha
OKT nosslmmaer BepossTHOCTH pa3Buts OXK ot 3.4
1o 11 na 100.000 ven. [10, 11].

Pacnpoctpanennocts DKI-nmarrepna PPX Ba-
peupyet ot 1 10 24%, 9TO0 OOYCIOBIEHO pa3HBI-
MU KPUTEPUSMHU U TMOMYJISLUSIMH B IPOBOJIUMBIX
uccnenoBanusx [7]. [lpuznaku PPXK mmupoko pac-
MIPOCTPaHEHB! Y MOJIOJIBIX JIO/IEH, CHOPTCMEHOB U
appoamepukanies [12]. Mexay a3uaTcKuM H €B-
POIIEHCKAM HaCeIeHNEM 3HaYMMbIX PEerHOHAIBHBIX
pasIugmii 1Mo yactote Berpedaemoctu DK -maTrep-
Ha PPXX ne BeisBneno [1]. [lo nanasiM MeTa-aHa-
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mu3a 8 TIOMYJSIUOHHBIX HWCCIEIOBAHUN CPEIHSsS
pacmpoctpanenHocth DKI-mattepna PPXK cocra-
Buna 6,7% (95% AU 2,5-17,7) [13]. I1pu aTOoM pac-
npoctpaneHHocTh PPXK B HIDKHUX MITH HUOKHEOOKO-
BbIX oTBeieHUsIX DKI' B 3aBHCHUMOCTH O BEIUYUHBI
MoAbEMa TOUKHU J BBILIE U30JUHUU HECKOJBKO pa3-
JUYaeTCs: pacpOCTPAHEHHOCTH JJIeBAIMH TOYKH J,
BeITIe Wiw paBHOU 0,1 MB, coctaBmma 0,9-23,9%,
BhITIe Wwiu paBHoi 0,2 MB — 0,6-6,4% [1].

C 1enpi0 yHU(DHUKAIIMK TEPMUHOJIOTHHA U PEKO-
MeHanui o onpenenenuto DKI-marrepna PPXK B
2015 r. ObUT IIpPEACTaBIEH COIVIACHTENbHBIA JOKY-
MeHT [14], cormacHO KOTOpOMYy JUIsl TUArHOCTUKU
MaTTepHa UCIIONB3YIOTCS CIEAYIONINE KPUTSPUH:

1. Perucrpamus J-Bomabl B KoHIlE QRS KOM-
TUieKca B BUJE 3a3yOpuHBI/3apyOKu («notchy») mmm
CTJIAXKECHHOU («slur»y) BOJIHBI Ha HUCXOJIAIIEM KO-
nene 3yona R ¢ Hannumem unm 6e3 sneBanuu cer-
MeHTa ST. BpInensitoT XapakTepUCTHKU J-BOJIHBI
(puc. 1): J, — navano J-BonHbl B BHJE 3a3yOpuHBI/
3apyOKH, J — MUK 3a3yOpHHBI/3apyOKH WIIK HAYAJIO0
CTJIAKEHHOM J-BOJIHBI, J, — OKoHuYanue 3a3yOpuHbl/
3apyOKH HIIH criaxeHHoil J-onubL. CriakeHHas
J-Bonna («slur») onpeznensieTcsi mpu HATUYUH yTia
MeX]ly Ha4daJIbHOH HUCXOJSIIel YacThio 3yomna R u
poIoJDKeHneM KoHewHoi gactn QRS xomrrekca,
npesbimaroniero 10° . Dnesanus cermenta ST ore-
HUBAETCS M0 COOTHOIIECHHUIO TIOJNIOKEHUSA TOUKU J 1
otcrosel ot Hee Ha 100 Mcek ToukH Ha cermente
ST u MoxeT ObITh BOCXOAIIAS (TITIABHO TIEPEXOIHT
B TIOJIOKUTENbHBIN 3yOen T), TOpH3OHTaNbHAs U
HUCXO/ISIIAS.

2. Jp, u3mMepsieMbIi KaK aMILTUTY/Ia OT H30JIUHUAN
JI0 ero BepIIuHbI, cocTapisier > 0,1 MB B 1BYX 1 60-
Jiee TOCNIeIOBATEIbHBIX OTBEICHUAX 12-KaHAIbHOMN
noBepxHocTHoU DKI', 3a uckiIoueHueM OTBEACHUIMA
V1-V3.

3. [upuna xommurekca QRS cocraBmser MeHee
120 mcek, u3MepsieTcs B OTBENEHUSX, TJI€ OTCYT-
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amnanTyaa J-sonHol
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Joded:

J-BonHa B BUAE 3a3y6pUHbI

Pucynox 1. — Cxemamuueckoe uzoopasxcenue J-6onnwt na IKI'
of J-wave on the ECG

Figure 1. — Sch tic repr tati

CTByeT 3a3yOprHa/3apyOKa WK CrilaKeHHas J-BOJI-
Ha B KOHIIEe KoMmIuiekca QRS.

B 3aBUCHMOCTH OT TOT0, B KAKUX OTBEJCHHSX pe-
ructpupytotcs npuzHaku PPXK, Beigensior 3 Tuma
OKT -marrepHa: B ieBbIX 00KOBBIX 0TBeeHHsIX DK
— Tl |, B HWKHUX WM HIOKHEOOKOBBIX OTBEICHUSIX
OKI" — tun II, B HIKHEOOKOBBIX OTBEIEHHUAX B CO-
YeTaHWH C TIPAaBBIMH TPyIHBIMEU oTBefeHnsI M DK
Y JIOKaJIM3alMeN 1o NepeHell CTEHKE JIEBOTO Kelly-
JI0YKa — IJI00AIBHBIA MM PacpOCTPAHEHHBIH THIT
I [15].

Henocpencreenno cungpom PPXK pexomenny-
eTcsl AMarHocTupoBaTh npu coueranuun IDKI' mpu-
sgakoB PP)X B HIDKHMX W/WiIM OOKOBBIX OTBEIE-
HUSAX MOoBepxHOCTHON 12-xanampHOU OKI' y marm-
€HTOB C HAJINYHEM KPUTEPHUEB UX KIMHUYECKOW U
MIPOTHOCTUYECKON 3HauuMocTH [1, 3, 4], mpu 3ToM
JoKaiau3auus J-BolHbI B HIDKHUX oTBeAeHusx DK
BcTpeuaetcs y 42-44% nanueHToB, B OOKOBBIX OT-
BeneHmsx — y 9-10,5%, B HMKHEOOKOBBIX — y 37-
47% marmmentoB ¢ CPPX [9, 16-18].

B pesynbrare Merta-aHanusa, IMPOBEIEHHOIO
Y-J. Cheng et al., Brirouatomiero 16 uccienoBanmii
B EBporne, Cesepnoii Amepuke, Bocrounoit Asum,
¢ yuactuem Oosee 300.000 marueHToB, Cpeay Ko-
Tophix 60,6% — AHIa My»XCKOTO T0J1a, OBLTO TIpeI-
CTaBJICHO, YTO y ManueHToB ¢ Hammauem DKI -mat-
tepHa PPXK puck pa3Butusi BHE3amHONW OCTAaHOBKU
cepueunoit pesrenproctu (OP 2,18; 95% AU 1,29-
3,68), cMepTH OT CEepAECYHO-COCYIMCTHIX MPUYMH
(OP 1,48; 95% AN 1,06-2,07) BbItte, uem y uIy 0e3
OKI -mpusnakos PPXK [13]. B abcomroTHRIX mrdpax
nammune JKI -marrepna PPXX acconmuponano ¢ no-
nonHuTensHBIMU 139,6 (95% AU 130,3-149,3) ciy-
YasitMM BHE3AIHOI OCTaHOBKM CEPACYHOMN JeATelb-
HoctH Ha 100.000 Hacenenus B roa u 7,3% ciydaen
BHE3AITHOW OCTAHOBKU CEPJICYHOH NIEATEIHHOCTU B
obmeit momynsuuu [13]. [loBBIIIEHHBIH PHCK He-
OaronprUATHOTO UCX0/1a IMEITH MTPEUMYIIIECTBEHHO
a3uaThl ¥ eBPOIICHIIbI, HO HE adpoaMepHKaHIbl [19].

B oToli cBs3M cTpaTH(UKALUS PUCKA PA3BUTHUS
JKU3HEYTPOKAIOUIUX SKETYJOUYKOBBIX apUTMUNA U
BCC y nanuenTos ¢ HanuuueM narrepHa PPXK —
MePBOCTETICHHAS 3a71a4a.

B 2013 r. ony0GnMKOBaHO COTJIANIEHHWE dKCIIEp-
toB OOGmectBa cepaeuHoro putma (HRS), Erpo-
neiickoil acconmanun putMma cepaua (EHRA) u

Kypnuan ['potHEHCKOTO TOCYAapCTBEHHOTO MEAUIIMHCKOTO yHUBEpcuTeTa, Tom 17, Ne 5, 2019

crna)XeHHas J-sonHa

Asmarcko-TuxookeaHckoro ooie-
ctBa putma cepaua (APHRS) mo
JMArHOCTHKE, CTpaThu(uKanuyd pu-
cka n mpodunakruke BCC npu mrep-
BUYHBIX TCHETHYCCKU JIETCPMHUHU-
POBaHHBIX APUTMUYECKHX CHHJPO-
Max, CpeJl KOTOPBIX MTPEJICTABJICH U
CPPX [3]. B nocnenytomuiem B cBsi-
3W C TOSIBJICHHEM HOBOW WH(pOpMa-
LM, TI0 UTOTaM KOH(EPEHITUH, TIPo-
BeaeHHoil B Illanxae, Bemymmumu
skcnepramu HRS, EHRA, APHRS
u JlaTnHOaMEpHKaHCKOTO 00IIeCcTBa
CTUMYJISILIUKA CEePALa U AIEKTPOPH-
suoyornn (SOLAECE) B 2016 T.
OBLT OITyOJIMKOBAH COTJIACHTEITHLHBIHA
JIOKYMEHT TI0 CHHApPOMaM J-BOJIHBI,
IJie MpeiokeHa OauibHasi CUCTeMa
onenku Juist quarnoctuku CPPXK (tabm. 1) [1].

Tabnauya 1. — llanxaiickas mkana s THAarHOCTHU-
ku CPPX [1]
Table 1. — Shanghai scale for diagnosis of ERS [1]

IIPIaI‘HOCTPI‘{eCKI/Ie KpUTEpUn | Bammet

1. Knunuueckue oannvie™

A. AHamHe3 HeOObSICHMOM BHE3aITHOM OCTaHOBKH Cep/ia 3
unn goxymentuposannas OXX/nommopdnas KT

B. Ilpeanonaraemoe  apuUTMOI€HHOE  CHHKOIAIBLHOE 2

COCTOsSIHHUE

C. CuHKONAJbHOE COCTOSHHE HESICHOTO MeXaHH3Ma/ 1
HESICHOM 3THOJIOTUU

II. OKT B 12 orBegeHusx™

A. PPX B Bujie sneBaruu Touku J>0,2 MB B >2 HIKHUX 1/ 2
i 60koBbIX 0TBe/ieHns X DKI' ¢ ropr30HTaIbHBIM/HICXO-
JIM cerMeHToM ST

B. Jlunamuyeckue u3mMeHenus aesaiu Touku J (>0,1 mB) 1,5
B >2 HWKHHUX W/Wiu O0KOBBIX oTBeaeHussx DKI

C. Dnesanust Touku J>0,1 MB kak MUHUMYM B 2 HIJKHUX 1/ 1
i 00KoBBIX oTBefaeHusax DKI

1II. Ambynamoproe morutopuposarne IKI'

A. PaHHME TapHBIE JKEIYJJOYKOBbIE  3KCTPACHCTO- 2

Jbl ¢ 3yOLHOM R Ha BOCXOsIIeM KOJIGHE WIIM BEpLIMHE
npexmecTBytoiero 3youa T

1V, Cemeiinblii aHaMHe3*

A. PoxcTBeHHHKH, UMerOIIHe ycTaHoBieHHbIH CPPXK 2

B. >2 poncreennukos 1-it aunuu ¢ I1LA. OKI-narrepHom 2

C. PoncrBennuk 1-it iuanu ¢ I1.A. DKI-narrepHom 1

D. HeoOwsicnumas BCC y poncTBeHHUKOB 1-if 1 2-if tuHuM 0,5
B Bo3pacte <45 ser

V. TeneTnveckoe TECTUPOBAHHE

A. Ilpennonaraemast matoreHHast MyTalus B IOATBEPIKICH- 0,5
oM npu CPPX rene

Tpumeuanue: * — npucysicoenue 6annos oOun pas no HAUGsIC-
wietl oyernxe uz oanHou kamezopuu. OXK — ubpuniayus sxnceny-
ooukos, KT — ocenyoourosan maxuxapous, CPP)K — cunopom
panneil penoaspusayuu dicernyoouxos, BCC — enezannas cep-
Odeunas cmepmo
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CorunacHo npeactaBiieHHbIM kputepusiM, CPPXK
JIMATHOCTHPYETCS TI0 CyMMe OaJllIoB U3 pa3zelioB
[-IV, mpu 3TOM OIWH MyHKT AOJDKEH OBITH 00s3a-
TenpHO 3a cuer DKI-kpurepues. Tak, BbICOKOBe-
positHbiil CPPXK cunTaercs nmpu cymme 6aminoB >5,
Bo3MoxHbI CPPXK — npu cymme 6amno ot 3 1o
4,5 [1]. Yro kacaeTcsi TeHETUYECKOro HCCIe0Ba-
HUSl, HA CETOAHANTHUHA JIeHb N3BECTHBI TATOTEHHBIC
myTaruu B 7 reHax — KCNJS, ABCC9, SCNS5A,
CACNAI1C, CACNB2b, CACNA2D1 u KCND2
— NpUBOAIIKE K ToTepe (YHKIUK HATPUEBBIX WIN
KaJbLMEBBIX KAaHAJIOB, WM K YCHJICHHUIO (DyHKIHMU
kamueBbIx (Ito u IK-ATP) xananoB kapaIuoMHoOIH-
TOB WJIU AK€ WX COUCTAHUIO [7], 9TO OTpakaeT re-
HETHYECKYIO T€TEPOr€HHOCTh W HE TO3BOJISET IIH-
POKO MCIOJIb30BaTh JaHHBIA KPUTEPUM B JUArHO-
CTHKE U CcTpaTH(UKAaIUN pUCKa Yy O€CCHMITOMHBIX
nanuenToB ¢ DK -narrepuom PPK.

CPPX npeBanupyior cpeau myxuuH (74-87%)
[1, 7]. [To maHHBIM OHOTO W3 TOIYJISIIIMOHHBIX HC-
CJIeI0BaHMMA, 9acToTa BerpedaeMocTu DK -maTTep-
Ha PPXK mocne mybOepraTHOro mepuona y My>KYuH
yBEJIMYUBAETCSA, Y JKEHIIUH — CHUXAeTcs, 4To, Be-
POSITHO, OOYCIJIOBJICHO BJIMSHHUEM IIOJIOBBIX TOPMO-
HOB — ypoBHeM TectocTepoHa [20, 21]. Pa3Butue
OX npu CPPX 3aperuncTprupoBaHo TakKe IPEHMY-
IeCTBeHHO y Myx4uH (72%) [22], omHako Aizawa
Y COaBT. MPOJAEMOHCTPUPOBAIN CIy4au JIeKTpUude-
ckoro mropma y sxxermuH ¢ CPPXK (15%), uto cBu-
JETEIbCTBYET 00 OTCYTCTBHU JIOTIOJHHUTEIBHOTO
MIPOTHOCTHYECKOTO 3HAYCHHUS TEHACPHOTO IMpH3HA-
Ka [23].

CpenHuii BO3pacT KIMHUYECKOW MaHHU(ecTa-
UK, KOTOpasi MOXKET OBITh MpENCTaBlicHa MOJH-
MopdHoit XKT/DXK nnum cBsI3aHHBIME C aPUTMHSIMU
CUHKOMNAJIBHBIMU COCTOSTHUSIMHM, WM BHE3aITHOM
OCTaHOBKOH cepaeuHol AesitenbHOCTH, At CPPX
coctaBisieT okosio 40 met [1]. Jlo aToro Bo3pacra
nanueHTsl ¢ CPPXX MoryT OBITh 0€CCUMIITOMHBIMH.
DONEKTPUICCKUN ITOPM B aHAMHE3€ U CEMEUHBIN
anamue3 BCC cpenu nanuentos ¢ CPPXX npencras-
neH B13-17% wu 13-18% cimyuaeB, COOTBETCTBEHHO
[7]. XK'y 19-26% nanueHTOB pa3BUBAETCsl HOUBIO,
BO BpEMs CHA WJIM B MOKOE, YTO SIBISIETCS J0Ka3a-
TEJIHCTBOM YYaCTHs TApaCUMIIATUYECKUX BIUSHUI
B apuTMoreHese, oaHako y 9-19% mamuentoB OX
pasBUBacTCS BO BpeMsl (PU3MYECKOH aKTUBHOCTH,
YTO MOXKET OBITH OOYCIIOBJICHO Pa3HBIMU T'€HETHYE-
CKUMH HapyUICHUsIMHU, Jieskauumu B ocHoBe CPPX
[24]. PaccMaTpuBaeTcst Tak’ke CE30HHOCTH B Pa3BH-
T @)K, yaie BeCHOM 1 JIETOM, MEXaHU3M KOTOPO
He 70 KoHIa m3ydeH [25]. Oxono 20% manueHToB
MUMEIOT B KIIMHUKE pubpmisiuuio npeacepanii [24].

K ¢dakropam Bricokoro pucka BCC oTtHocsTCH,
0e3yCJI0BHO, JOKYMEHTHPOBAaHHAs IMOJMMOp(hHAs
KT/®XK m peanmMupoBaHHAs OCTaHOBKA CepIIia
WJIM CUHKOIIAJbHBIE COCTOSTHUS BCIIEICTBUE JAHHBIX
aputmuii [1, 4]. B uccinenoBanuu, IpoBeICHHOM B
Kopee, J-BonHa BrisiBieHa y 43% MallMEHTOB C UK~
onatuueckoir MK u accomuupoBaHa ¢ BBHICOKUM
pUCKOM ee peuuauBa [26]. PUCK MOBTOPHBIX apuUT-
MHYECKHX coOBITHH y marueHToB ¢ CPPXK Beimre B
2,1-3,9 paza o cpaBHEHHIO C MAMEHTAMH C HINO-
natugeckoit XK [27]. DK penuauBupyeT B TEUe-
HHE OJTHOTO roJia MOocje cepAeuHoro apecta y 28%
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namnueHToB ¢ CPPXK, wacTora penuiuBoB cocTaBisi-
et 5,9 Ha 100 genoBeko-iet [24].

Cewmetinbiii anamue3 BCC y manuenTto ¢ CPPXK,
4acToTa KOToporo gocturaet 9-18% [28-29], otHO-
cuTCs K PakTOpaM BBICOKOTO MHIUBUIYATBHOTO PH-
cka [30], a raxke pucka penuausa OXK [24].

[TarmmenTsl ¢ KT -narrepnom PPXK B Buae koH-
¢burypanmun  «3a3yOpHUHBD, JOKANTH3YIOIICHCS B
HWOKHUX/HIDKHEOO0KOBBIX oTBefeHussx OKI [31] u
COMPOBOXK/IAIONIEHCSI TOPU3OHTAIBHBIM JINOO HUC-
xomamuM cermenToM ST [32, 33], a Takxke BBI-
cokoil amrmuTynou J-BomHbl (>0,2 MB) [34], no
JAHHBIM psa MCCIEIOBAHMA, UMEIOT JOCTOBEPHO
BBIIIIE PUCK HEOJIArOMPHUATHOTO MCX0/Ia BCIEACTBHE
APUTMUYECKUX COOBITHI [32] 1O cpaBHEHMIO C Tia-
nuentamu ¢ OKI'-marreprom PPXK npyroit xon-
¢urypanuu, J0KaIM3alud U MEHbIICH aMILTUTY/IbI
J-Bonnst [13, 35]. Tak, ecnu J-BonHa conpoBOXIa-
€TCsl TOPU30HTAIBbHBIM cerMeHTOM ST, puck uau-
omarudyeckoii MK moseimaercs go 30:100.000, a
BBICOKas aMIUTUTyJa J-BOJHBI B COYETaHUHU C TO-
PHU3OHTAIIBHBIM JTMOO0 HUCXOAAIMM cerMeHToM ST
yBenmuuuBaeTr puck ®XK mo 90:100.000 [36]. Ilo
JlaHHBIM MeTa-aHanu3a [31], aneBanus Touku J >0,2
MB B HIDKHUX OTBeIEHUSIX acCOIMHPOBaHa ¢ Ooee
BBICOKUM PHCKOM apuTMudeckoit cmeptu (OP 3,02)
u KapauanbHoit cmeptHocTH (OP 2,98) mo cpaBHe-
HUIO ¢ MeHblnel ee ammuutynoit (OP 1,58 u 1,48
JUISL apUTMHYECKOW W KapAualbHOH CMEpPTHOCTH,
COOTBETCTBEHHO). [IpH 3TOM CcTerneHs AeBanuu cer-
MeHTa ST He SBIsSeTCA KPUTEPUEM PUCKA apUTMHU-
gecknx coOwrtrii ipu CPPX [7]. B uccnenoBanuun
Ro0sso u coaBT., 4YTO MOATBEPKIACHO pe3yabTaTaMu
JIPYTUX HUCCIENOBAHUN CIIy4ail-KOHTPOJIb, HAIMYNE
J-BOJIHBI B BUJIE «3a3yOpHHBD) B COUYCTAHUH C TOPH-
30HTAIBHBIM WJIM HUCXOASIUM cermeHToM ST yBe-
nuauBano puck mauomarmdeckoin MK (OP 13,8),
10 CPAaBHCHHIO C HAIWYIUEM TOJBKO J-BoHBI (OP
4,0), B pe3yJibTaTe 4ero coYeTaHue JaHnHoi Mopdo-
soruu J-BonHbI ¥ cermenTa ST mosyunino Ha3BaHUe
«3nokauectseHHo PPXKy» [11]. Ilpu aTom oTmeue-
Ha 3HAYMMOCTH JOJITOCpOYHOTro Habmroxenus (17-
50 Jret) IS OIEHKH MPOTHOCTHYECKOTO 3HAUYCHUS
J-BomHEI [7].

Mera-ananmm3 19 wccienoBaHuii, BKIIOYAOITUN
oonee 7000 mamMeHTOB ¢ HaJMYUEM YKa3aHHON
Beimie Mopdosorun DKI-narrepna PPXK B coue-
TaHUM CO CTPYKTYpHOW MATOJOTHEW cepjia, mpo-
JIEMOHCTPHUPOBAJl BBICOKHI PUCK PA3BHTHUS JKEIy-
nmoukoBbIX aputmuii [37]. [IpeacraBieHbl qaHHBIC
0 HEeOJarompusATHOM IMPOTHOCTHYECKOM 3HAYEHHUU
MOSIBJICHUSI J-BOJIHBI TPH OCTPOM HH(ApKTE MH-
okapaa B otHomenun pasutus OX [38, 39] u B
OTHOLIECHUU PA3BUTHUSL YCTOMUMBOH KEITyAOUYKOBOM
taxuaputmMun 1 BCC B mo3H010 (ha3y ocTporo nH-
dapkra muokapmaa [40].

HeGmaronpusTHeIM B OTHOIIEHWH apUTMUYE-
cKuX coObITHH siBisieTcst coueranne DKI'-narrepua
PPXX B HIKHUX/HUKHEOOKOBBIX OTBEJCHUSX C IIPH-
3Hakamu PPK B otBenenusx V1-V3 (pacnpoctpa-
HeHHbId T PPXK) [41, 42], a Takke HaTU9IHe HU3-
Ko amrunTy b1 3yora T — menee 0,1 MB wmm menee
10% amrmmutyne 3yona R (OP 3,53), u Huskoro co-
otHouienust T/R Bo Il u V5 otBenenusix [43], yBemnu-
yenHoro unrepsana Tp-Te u coorHomenus Tp-Te/
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QT [44], a Takkxe coueTaHue ¢ CUHIpOMOM bpyrana
[45], curmpoMomM ykopoueHHOTO nHTepBaia QT, mpu
KOTOpPOM YacTOTa PETrHCTpaluy J-BOJHBI JOCTHTa-
eT 50-65% [7, 46, 47], coueranue ¢ apUTMOTCHHOM
KapJHOMHUOIIATHEH/IUCTIIa3uel IPaBOro KelyaouKa
[48]. Y maumeHToB C CUHAPOMOM YUIMHEHHOTO MH-
tepBasia QT yactoTa BcTpeuaeMocTy J-BOIHBI AOCTH-
raet 44%, daxTopaMu prCKa CHHKOMAIBHBIX COCTO-
SIHUHM ABJSIOTCS aMIunTyAa J-sonuel >0,2 MB (OP
5,97), xoppurupoBauusii  QT>500 mcex (OP 4,5),
sxerckuit ot (OP 5,21) [49].

Bapuabenbaocts J-BoHBI Ha (OHE M3MEHEHMI
YacTOTHl CEPJICYHBIX COKPAIIEHWHA IT0CIe Tay3bl
[50], B ToM umcie BO3HUKAIOIIEH TTOCIIe paHHEH JKe-
Ty TOYKOBOM SKCTPACUCTONINH [ 7], IO MHCHHIO Psiia
aBTOPOB, SIBJISIETCS TIEPBUYHBIM MapKEPOM JIIEKTPH-
YeCKOW YSI3BUMOCTH, OJITHAKO HET OINpeAETIeHHBIX
KPUTEPHUEB, XapaKTEPHU3YIONUX JTUHAMHUYHOCTD/H3-
MEHSEMOCTh TMaTTepHa J-BONHBI y YSI3BUMBIX TaIlH-
€HTOB, IMMOJ00HO METUKAaMEHTO3HOMU MTpode ¢ OIToKa-
TOpaMH HATPUEBBIX KaHAIIOB MPH cHHIpoMe bpyra-
na. HecmoTpst Ha 3TO, peKOMeH IyeTcs C MOMOIIIBIO
cyrouHoro MouutopupoBanus OKI' onenka nuna-
MUYHOCTH J-BOJIHBI TP W3MEHEHUH [UIHHBI Cep-
JIEYHOTO IUKJA B 12 OTBeACHUSX, perucTpauus mna-
y3a-3aBUCHMOTO YBEIHUYCHHS aMIUTUTYbI J-BOHBI
(57% uayscTBUTENBHOCT, 100% crenuduaHOCTh B
nporrozuposannn @XK y manuentos ¢ CPPX) [51,
52].

DneKTpO(U3NOIOTUIECKOE HCCIEAOBaHUE C
[IPOrPaMMHUPOBAHHON CTUMYJISIIUEH KEITyJOUYKOB,
mo maHHBIM Mahida u coaBT. [53], HEe ymydIImIIO
cTpaTuduKanuio pucka y manuentoB ¢ PPX. Jlan-
Hble Haissaguerre v coaBT. Tak)Ke CBUJCTENbCTBYIOT
0 TIPUMEPHO OMHAKOBOM 4acTOTEe MHIYLUPOBAHUS
OX npu 3HI0KAPAUATEHON CTUMYIISILIUY Y TALUEH-
ToB ¢ CPPX n y nanentos ¢ uauonarnyeckoi @K
6e3 J-BomHbI [28].

B cooTBeTcCTBMM C TOCIEIHHM COTJIAIICHHEM
skcrepToB [1] uMMIIaHTaIuMs KapauoBepTepa-ie-
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¢ubpmsTopa nmokazana manueHtam ¢ CPPXK, ne-
PEXUBIIUM SIMU30/I PEaHUMHUPOBAHHONH OCTaHOBKH
ceplieuHoi nesrenbHOCTH BeneactBue KT/MK
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tepHa PPXK Bricokoro prcka (BblcoKas aMILTUTYa
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HUCXOIAUM cerMeHToM ST) M cemeitHOro aHam-
He3a HEOObSICHUMOW BHE3aITHOW CMEPTH B MOJIOJIOM
BO3pacTe C HAJIWYHEM MAaTOT€HHOW MyTaIliH WA
0e3 TakoBOW MOXeT OBbITh PacCMOTpPEHa HMMIIJIaH-
Tanusl KapauoBeprepa-aeGuOpuuisTopa ¢ LB
npodunaxtuku BCC (Knacc IIb).

K xputepussiMm OnaromnpusiTHOro BapUaHTa
OKTI-narrepna PPXK ¢ HM3KMM pHUCKOM pa3BUTHS
@K, BcTpeyaronmMcest 4acTo y 3I0POBBIX MOJIOBIX
JI07IeH, CIOPTCMEHOB, MOYXHO OTHECTH HEBBICOKYIO
aMIUIUTYy J-BOJIHBI, KOCOBOCXOJSIIUN CErMEHT
ST, conpoBoxknaromuiicss BEICOKUM 3youom T, jo-
Kanu3aius J-BOJHEI B TIepeHEOOKOBBIX OTBEICHH-
sax [7].

3akniouenue

HecMoTpst Ha uMmeromuecs pe3yiabTaThl Pa3sHBIX
WCCIICJIOBAHNH, HA CETOAHSIIHUN JIeHb Y acChM-
NTOMHBIX MauueHToB ¢ HanmuuueM OKI'-marrepna
PPXX 6e3 cemeiinoro anamue3a BCC HemocTaTouHO
CHJIBHBIX KPWUTEPHUEB, IO3BOJIAIONINX OIPEIEIUTh
MAIMEHTOB C BBICOKUM PHUCKOM KIMHHUYECKOU Ma-
Hudecramu BCC, xotopeiM Obl OblIa OnpaBiaHa
UMIUTAHTAlMsl  KapauoBepTepa-aeGpuopumusiTopa
¢ uenbto nepsuyHoil npodunaktukn BCC. B stoit
CBSI3M TIPEJICTABIISETCS BAKHBIM YIydIIeHHE CTpa-
TH(QUKAIIH pUCKA C HCIIOIH30BAaHHEM KOMOWHA-
[N W3BECTHBIX M HOBBIX MapKEpOB, C CO3JaHUEM
peructpoB nanuenToB ¢ CPPX u mmurensHbiM ux
HAOJIIOJICHUEM.
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The article describes approaches to risk stratification of sudden cardiac death in early ventricular repolarization
syndrome, as one of the variants of J-wave syndrome, on the basis of clinical, anamnestic and electrocardiographic
criteria. The characteristics of "malignant” variants of electrocardiographic pattern of early ventricular repolarization
as well as prevention strategies of sudden cardiac death are presented.
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