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PAHHAA PENONIAPU3ALUNA XKENYAOYKOB: KPUTEPUU ANATHO3A, CTPATUOUKALINA PUCKA

Enuceesa E.C."?, Iypmosas LI1."
("MpxyTckmit rocygapCcTBEHHBI MeULIMHCKII yHUBepcuTeT, VIpKyTck, Poccns;
*Poccmiickas MeIVILIMHCKAsA aKafieMys HeIIPepbIBHOTO PO ecCHoHaNIbHOro obpasoBanusa, Mocksa, Poccus)

Pestome. B 0630pe paccMaTpMBaIOTCSA COBpeMEHHbIe IMATHOCTUYECKMEe KPUTEPUM IATTepPHA PaHHENl pernoyipusalum
>KemynodkoB. IIpefcraBiensl JaHHbIE TMTEPATYPhl O 4acTOTe IATT€PHA paHHEN pPeNoNApU3alMM XKETyOYKOB B pasind-
HBIX IPYIIaX: B 00IIeil HOMy/LALNY, CPefyl OOIbHBIX, IIePEXXVBIINX OCTAHOBKY CEpAL, CPelU POLNCTBEHHMKOB JIUI] C BHe-
3aIIHOVI CepievHOl CMepThI0. VI3/I0)KeHbI COBpeMeHHBbIe B3IVIAIbI Ha 3MeKTPOPU3NOIOTIIecKyle MeXaHI3MBI, IIpeCTaBIe-
HIA 00 e[MHCTBE MEXaHM3MOB IIPY paHHell peloJLApU3alyi XXeTyT0o4KoB U CMHApoMe Bpyraza, ponb HaclIencTBeHHOCTI.
PaccMaTpuBaloTCA pasInyya MKy IaTTePHOM VM CHHPOMOM PaHHel! Pelo/IApU3aLi iy XKeTyl09KOB, CTPAaTU(pUKaLIIA PUCKa
¢ npuMeHeHneM IlaHXalICKOJT LIKaJIbI /I BBIAB/ICHNA IIALMIeHTOB, HY)K/JAIOLIMXCA B IPO(QUIAKTIKE BHE3AITHON CMEPTH.

KirroueBble cnoBa: paHHAA peloApU3alnA XKelyLouKOoB; BOTHA J; BHe3aIlHasA CepfiedHass CMepPTb; GUOPVULALINA SKe-
TTyJJO4YKOB.

EARLY REPOLARIZATION OF THE VENTRICLES: THE CRITERIA FOR DIAGNOSIS, RISK STRATIFICATION

Eniseeva E."?, Gurtovaya G.!
('Irkutsk State Medical University, Irkutsk, Russia;
*Russian Medical Academy of Continuing Professional Education, Moscow, Russia)

Summary. The review considers modern diagnostic criteria for the pattern of early ventricular repolarization. Literature
data on the frequency of early ventricular repolarization pattern in different groups are presented: in the general population,
among patients who experienced cardiac arrest, among relatives of persons with sudden cardiac death. Modern views on
electrophysiological mechanisms, ideas about the unity of mechanisms in early ventricular repolarization and Brugada
syndrome, and the role of heredity are presented. The differences between the pattern and the syndrome of early ventricular
repolarization, risk stratification using the Shanghai scale to identify patients who need to prevent sudden death are
considered.

Key words: early ventricular repolarization; ] wave; sudden cardiac death; ventricular fibrillation.

Tepmun «PaHHAA penonapusanms xenygoukos» (PP)K)  mu xoneunoit wactu kommaekca QRS [12,43,44]. Bonna J,

IIPUMEHAETCA B TEICHNE MHOI'MIX JIET IIPU UBMEHEHMAX SKF,
XapaKTEPUYIOINXCA perMCTpaumeﬁ BOJIHbI ] " aHOMa/IUA-

OIJCAaHHAsA B CepeyiHe IPOLIIOro BeKa, 0003HaYaIach Kak
touka Oc6opHa [2]. PP)K mnutenbHoe BpeMs paccMaTpi-



BaJIaChb KaK BapMaHT HOpMbl. OTMedaeTcss OTHOCUTEIBHO
BbIcOKasA yacToTa PPJK B momynAummu, XoTs maHHbIe OYEHDb
pasnuyarnrcs — ot 2 o 31% [12,23,43,44]. B HegaBHUX co-
OOLIEHNAX YKasbIBAeTCS 00 OTCYTCTBUU pEerMOHAIbHBIX
pasmnunii vacrorsl PPX [1,9,10].

B uccnegosanun S.J.H. Heng ¢ coaBT. 3a3ybpuHa mmm
CITIAYKEHHOCTh B COYeTaHUMU C 3eBalmert Touku Jt Ha 0,1
mV Habmopamuch y 2,1% 13 1496 3HOpOBBIX, TOrAAa Kak
3a3yOpeHHOCTb WM CIIAXXEHHOCTD 0Oe3 aneBanun y 29,3%
370POBBIX. DTO MOATBEP)KAAET HEOOXORAMMOCTb OCTOPOXK-
HOII nHTepnpeTanuy narrepua PPIK [14].

Bsrmap Ha PPJK kak Ha cuHIpOM, He CBsA3aHHBIIL C ce-
PbE3HBIMU CEPAEYHO-COCYANCTHIMU COOBITUAMY, I3MEHNIT-
Cs1 B ITOC/IEHYE TOBI B CBSI3U C HAOMIONEHWSIMI SKeTyL04-
KOBBIX apUTMMII ¥ BHe3amHoll ceppeunoi cmepru (BCC)
pu Hann4uu | Bonuel [8,12,19,20,31,34,43,44,46,48].

B 2008 r. M. Haissaguerre ¢ coaBT. 0OHapy>Knin CBsi3b
BCC ¢ PP)X mpu o6¢cneoamm 206 maliueHTOB, peaH!MUPO-
BaHHBIX ITOC/Ie OCTAHOBKM Cep/lia BCTIENCTBYIE NANOTIATIIYe-
ckoit pubpumsinym xxenygoukos (OJK). PPIK nabnopanace
y 31% u3 206 60/IbHBIX, TOIZjA KaK B KOHTPOJIbHOII IPYyIIIle
u3 412 4yenosek 6e3 3aboneBanuit cepaua — y 5%. bonbHbIM
ObII ~MMIUIAHTMPOBAH  KappuoBepTep-nedubpumisaTop
(MIKIL). IpoBoamncst mountopuur OKI' 1 okaszanocs, 4To
noBropHble anu3onsl PXK Habmopanuce yaiie y 601bHBIX ¢
PPJK, yem 6e3 nee. PP)K accorumpoBanack ¢ My»CKuMm Ho-
JIOM U HajIM4yieM CMHKOIIQJIbHBIX COCTOSIHUI MIM BHe3all-
HOJI OCTAHOBKY KpOBOOOpaleHnst Bo cHe [12].

R.Rosso ¢ coaBT. 06cnegoBanu 45 601bHBIX OT 35 10 45
JIeT, IepeHeCIINX OCTAHOBKY CepALIa BC/IEACTBIE NAVMOIATH -
yeckoit PJK, a raxoke 124 manyenTa KOHTPOIbHON IPYIIIBL U
132 MOMIOABIX CHOPTCMeHA. JeBanyisl TOUYKM | BBIABIANACH
y 42% 6onbubIX ¢ PXK B cpaBHeHUM ¢ 13% B KOHTPOJIBHOII
rpymnie. ABTOpPBI COOOIAIOT O YBEIMYEHNM BEPOSTHOCTU
OJK npwm Berasnenun ] Bonusl Ha KT ot 3,4 Ha 100000 o
11 ma 100000[41].

ITpu obcnenoBanuy 26345 KOpecKUX aMOylTaTOPHBIX
nanueHToB (cpenHuit Bospact 48,0+10,2 net; 53% My>K4MH)
TOJIBKO | BOTTHA BBIABNIEHA Y 7,1%; ] BormHa u aneBanusa ST y
1,8%; Tonbko aneBarnua ST y 2,3%. YactoTa aneBauym ST
CHIDKAJIACh C BO3PACTOM, TOTA KaK ] BOJHA BCTpedyanach
OIIMTHAKOBO YAaCTO BO BCEX BO3PACTHBIX Ipymmax. Yare Ha-
G/TI0Ta7ICS IATTEPH C ] BOIHOI B COYETAHNUM C TOPU3OHTAIb-
HO MM HUCXopsen sneBaiyein ST B HUDKHIUX OTBEIEHN -
AX, peKe | BOJIHA B COYETaHUM C BOCXOfAIIeil 371eBaluen
ST B 60KOBBIX OTBefleHMsIX. [Ipy HabGMIOEHNN B TeYeHIE
126,0+11,1 mecaues ymepno 2,7%. Puck cmeptu ObLJI BbIILIE
B IpyIIIe C ] BOMHOI [9].

Pasuble ganHble 0 yactoTe PPXX moryt 66Th 06yC1oB-
JIeHbI B TOM 4YNC/Ie IPUMEHEHUEeM pa3HbIX KpUTEpUEB.
[Tporuoctuyeckoe 3HaueHne PPIK 66110 mpoeMoHCTprpO-
BaHO mpy mymrenbHOM (30+11 net) Habmiopennn 3a 60/b-
MM KomndecTBoM (n=10864) malyeHTOB CpPeJHEr0 BO3-
pacra (4418 net; 52% my>xun) [43]. J.T. Tikkanen u coaBr.
IPUMEHNIN TOCTATOUHO KEeCTKIe KPUTEePUN AUATHOCTUKY
PPJK (cooTBeTcTByMOIIIE COBPEMEHHBIM), YTO II03BOJIMIIO
UM BBIABUTD ee MUIIb y 5,8% us 10864 cy6bekToB, Impef-
craBuTeneit ¢uHckoit mony/sauuu. Ilpusnaxu PPXK orme-
Ya/juCh B HIDKHUX OTBefieHMAX y 384 (3,5%) maumeHTOB,
B OOKOBBIX — y 262 (2,4%), B HIDKHUX ¥ OOKOBBIX — y 16
(0,1%). OneBauusa Touku J Ha 0,1 MB B HIDKHUX OTBeIeHN-
AX YBeMYMBaIa OTHOCUTENIbHBIN PUCK CEPAIeUHOI CMEPTH
B 1,28 pasa (p=0,03), aputmmdeckoii B 1,43 pasa (p=0,03).
ITpu sneBanuu Ha 0,2 MB 1 601ee (BbLaBIeHHOI Y 0,3% mHa-
LIIEHTOB) PUCK CepHeYHOll CMePTH YBelIUYuBaIcsa B 2,98
pasa (p<0,001), apurmndeckoit — B 3,94 (p=0,01) [43].

bouto ormeueno, uro puck ®JK s3aBucur or yoxanm-
sauym PPJK, Benmmumubl BoiHBI |, cremenn aneBanum ST
[12,18,32,48]. Mopdomnorus cermenta ST Taxxe BiusieT Ha
puck BCC. bbIcTpo BOCXOAAMIMNIT CETMEHT ITOC/Ie TOYKH ] SIB-
Js1eTCst KOOpOKadeCTBEHHBIM BapuaHTOM. [OpM3OHTaIbHBII
U HUCXOAAMMIT BapMaHT cerMeHTa ST yBemmuumBam puck
BCC [16,40,43,44].

ITpu mpmonarndeckoit @K, ocobeHHO y asmMaTCKux
MY>K4MH, BbIsIB/Ls1ach BormHa | u PPOK B HIDKHMX 11 60KOBBIX
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peKapananbHbX oTBefeHmsx [40,41]. C BBICOKMM PUCKOM
D)X accoummpyercs HIDKHAA U PacIIpOCTPaHEHHasA JTOKaIN -
3a1us, TOT/ia KaK Py JlaTepaTbHON TOKaMU3aly PUCK HU3-
Kui [2]. DTy faHHbIe TOATBEP)KAAIOTCS B 9KCIIEPUMEHTaX Ha
JKMBOTHBIX, KOTOpPBIE CBI/IETENbCTBYIOT O TOM, YTO MUOKAp]|
HIDKHeJI CTeHKH Oojtee ya3BuM i passutusa OK [21].

L.T.A. Holmstrom c¢ coasr. BeisiBumn PPX B HinkHe-
JIaTepaIbHBIX OTBENEHMAX CPefy YMepIIMX /NI, C Hemlle-
mudeckoit BCC y 20,7% n3 275 maliieHTOB B CPaBHEHUM C
5,3% B o6weit momy/saumu (p <0.001). OKI' narrepH compo-
BOXKJIA/ICA TOPU3OHTAbHONM MM HUCXOAAIE 37eBaljeit
cermenra ST B 95% ciyuaes. Y 25% Oblla rumepTeH3UBHAsA
kappmomuonatust (KMII), y 24% ankoronbhast KMIL, y 23%
KMII, acconumupoBaHHasA ¢ OXKUpeHueM, y 15% upmonarn-
YeCKMil MIOKapAuanbHbLl $ubpos, Tombko y 1,5% cTpyk-
TypHBIe MIBMEHEHI Cepfilia OTCyTCTBOBam [15].

W3 109 manuenTos ¢ Henmemmyeckoint KMII u VIK]T y
37 6s11n arm3opsl cpabdarbiBanus VIK]] npu HabmoneHnn B
Teuenue 25,9 [11,5-54,3] mecsnes. Hanudne ] BOMHBI ObIIO
He3aBMCHMMBIM IIpefuKTopoM cpabarsiBanms VIK] [34].

PP)X yBenmumBaeT pHUCK >KeTyJOYKOBBIX apUTMUIL y
60/1bHBIX C MH(APKTOM MIOKappa [45] u py XpOHMYECKON
VBC [38].

B T0 >xe Bpems He BbLaBeHO cBA3u PPIK u netanpapiMu
JKeNTYJOUYKOBBIMI apUTMUAMMI Y GONIBHBIX C OCTPBIM MMUO-
KapputoM. Y 9 m3 30 manueHToB (23 My>KYMHBI) OOHapy-
»keH IaTTepH PP)K B HIDKHMX 1 60KOBBIX OTBEfIeHNAX. Y
ocranpHbIX 21 — 6ornee obmupHast anesayusa ST mim naro-
normyeckuii Q. OKI' MsMeHeHMUsA BEPHYINCh K UCXOTHOMY
Ioc/ie HopManusanuu yposH: TpornonnHa T. MPT nokasa-
712 BBICOKOMHTEHCHMBHBIE CUTHA/IbI TPAHCMYPAIbHO TI0 BCe-
MY JIEBOMY >KelyfouKy B rpyiie 6e3 PPJK u nokanusoBan-
Ho B anmKappe B rpynmne PPJK. ITartepr PPXX mpn octpom
MMOKapJUTe ABJAETCA IPEXOAAIIMM U He aCCOLMUPYETCs C
HebmaronpusTHBIM porHo3oM. [Iprunnoit marrepaa PPXX
IpY OCTPOM MMOKApUTe MOXET ObITh BOCIIAIUTETbHBIN
mporecc B anukapze [37].

Takum 06pa3oM, BO3HUKIIA HEOOXOIMMOCTD TIEPECMOTPa
Kpurepues ararHoctuku PPXK u upentudnkannm nanmen-
TOB C BBICOKVIM PUCKOM KaTacTPoduaecKux aputMuit [48].

B 2015 ropy ony6/1MKoBaH COIIaCUTENIbHbIN JOKYMEHT, B
KOTOPOM HAIL/IM OTPa)keHMe COBPEMEHHbIe KPUTEPUN Jya-
rHocTuky PPXK [22]. TTokasaHo, 4TO yBemIyeHe aMIIIATY-
IBI «3a3yOPEHHOCTI» M/ «CITIAKEHHOCTI» MOXKET IIpef-
IIeCTBOBATb Pa3BUTUIO APUTMINIECKIX COObITMIL. B KOHCEH-
cyce 4eTKO OIpefie/ieHo, YTO HaaMuue 37eBaluy cerMeHTa
ST B oTCyTCTBME «3a3yOPEHHOCTI» V/V/II «CITAXKEHHOCTI»
He/b3sl paccMaTpuBarh kak npusHak PPXK [22].

PexoMeHIOBaHO 1CIONb30BaTh CeAYIOMIMEe YTOUHAIO-
Ijyie TePMUHBL: MUK «3a3yOpUHBI» B KOHIfe Kommtekca QRS
o603HavaeTcs Jp; Hayamo 3a3yOpIHBI Ha KOHIje KOMITIEKCa
QRS unu J-BomHbI 0603HaYaeTcs Jo 1 OKOHYaHMe — Jt.

CornmacHo HoBoMYy omnpepenenuio PPJK nmarnoctupyer-
Cs1, €CTIM IMEIOTCS BCe TIepediC/IeHHble KPUTePUIL:

1. 3asybpuna («notching») mmm CrIaKXeHHOCTD
(«slurring») Hucxopsiero konexa 3y6ua R. Ecm nmeercs
3a3yOpiHa, OHa JO/DKHA HaXOJUTDLCA BBIIIe M3OMMHNY, Ha-
YaJI0 ee TaKXKe JO/DKHO HaXONUTHCS BbIIIe M30/IMHNN.

2. Touka Jp mo/mxHa HaXOAUTbCA He MeHee yeM B 0,1 MB
HaJ M3O0/MMHUEN B ABYX U OOJIee IOC/IefOBATeNbHBIX OTBe-
nenusix craugaprHoit KT (uckmoyast orBenerust V1-V3).
Touxka Jp-nuk «3a3yOpuHbl» B KoHIle KoMmitekca QRS.

3. lupuua xommiekca QRS pomxHa 6bITh MeHee 120 Mc.

Wsmepenne mmpunabl QRS HO/MKHO NMpoM3BOIMTBCA B
TeX OTBeJeHNAX, Iie HeT 3a3yOPMHBI U/IV CIIaXKEHHOCTI.

Ina ompenenenus xapakrepa cermenta ST (Bocxoms-
[T, TOPU3OHTA/IPHBII VIV HUCXOMAIINIL) CPaBHUBACTCA
IIO/I0KEHME TOYKM Jt M TO4kM Ha cermeHTe ST, oTcTosAmIei
ot Hee Ha 100 mc (nHTepBan M Ha puc. 1).

Ecmu cerment ST mMeeT BocXopAmMil HAK/IOH U 32 HUM
BepTuKanbHas T-00pasHasa BOJNHA, IATTEPH NO/DKEH OBITH
omucad kKak PP)K ¢ Bocxopsmum cermentom ST. Ecm cer-
MeHT ST ropusoHTaIbHbIN VIV HUCXOMSAIINIA, TATTePH OIIN-
coiBaeTca Kak PPJK ¢ roprsoHTanbHBIM MM HUCXOAAIINM
ST cermeHTOM.



Cubupcruti medunurckuti sypran (Mpxymeck), 2019, Ne 4

HAacTyTaeT BO BpeMs CHA, MO3TOMY HarpysKu
(BymIO4as 3aHATUA CIHOPTOM) He IMPOTUBOIIO-
KasaHbl. [lTaBHOE pasnuyye COCTOUT B TOM, 4TO
mpu cuHzpoMe bpyrajja mpeumyIecTBeHHO I0-
pakaeTcs BBIXOJHOI TPAKT ITPaBOro XKelTyNouKa,
anpu PP)K - HIDKHAS cTeHKa 71eBOTO XKemyJ04dKa
[4].

B my6rmmkanun C. Antzelevitch u G.X. Yan
«Cunppombl J-onmub»PPXK  paccmarpuBaercs
KaK KaHajonarus [2].

Cunppom bpyraga u PP)X ornmyarorca mo
Be/MYMHE U JOKanusauuu BonHel J. HexoTtopnie

Puc. 1.

OrBegileHNs, B KOTOPBIX OOHApPY>KMBAIOTCH 3a3yOpyuHA
WU CITIQKEHHOCTD, MO/DKHBI MCIOTb30BAThCS KaK 4YacTh
orperienieHsi, HanpuMmep «PaHHss penomapusanys ¢ HIUC-
xomsaiuM cermenToM ST B orBemenmsx 11, II1, aVF».

Ecnu cerment ST nmeer Bocxopsiyio ¢popmy B 2 OTBe-
IEHNAX V¥ TOPU3OHTAIBHYIO M/IV HUCXOAIIYIO B 1, 3TO pac-
L[eHMBAeTCsI KaK BOCXO/sIast u Haoboport [22].

B HacTOAIIee BpeMs IpeIaraeTcs pasfesaATh MOHATHUA
nartepH PPXX u cunnpom PPX [4,10,22]. I mocTaHOBKM
puarnosa cunppoma PPXK (B ommmume ot marrepra PPIK,
KOTOPBIII oTpakaeT Hanuuye Toabko DKI-npusHakos) pe-
KOMEH/IyeTCsl IPYMEHATh IIaHXAMCKyo mikaay (tabm. 1),
YUYUTHIBAIONYIO TaKXKe IAHHbIe apUTMIYECKOTO U CeMelTHO-
IO aHaMHe3a, X0NTepoBcKoro Mouuropuposanna IKI' u re-
HeTudecKoro Tecra [4]. Takas cucrema OIjeHKY HalpasjeHa
Ha BBIABJ/ICHNE «3/I0Ka4eCTBEHHOTO» XapaKTepa CUHpOMa
PPJK 151 mocrenyoiero onpepenens 1e4eOHON TaKTUKN.

[Tanxajickas LIKaia i JUarHocTuku cuuappoma PPIK

aBTOPBI CUUTAIOT, YTO CHHApPOM Bpyrapa sBma-
€TCAd TIPaBOXXENTyJOYKOBbIM BapmaHTOM PPIK
(5,6,12].

MorekysApHble, UOHHBIC, KJIETOYHbIE U Te-
HeTydeckye MexaHU3Mbl PPJK MHTeHCUBHO M3ydwalorcs B
noctegHue rogsl [3,10]. DnexTpodusmonorndeckuil Mexa-
HU3M PP)K cBA3SBIBAIOT C reTepOreHHOCTBIO TPafiieHTa BO
BpeM: PeIoJIApU3aLUM CTeHKY Xenynouka [2]. BosMoxxHbI
aJIbTepHATVBHbIC MEXaHM3MBI, BKIIOYas aHOMa/IUY IIpOBe-
meHuA (JIOKaJbHble aHOMA/IUM JEHOJLAPU3aLNy VI KOM-
OMHALVM aHOMA/INIT IeIOIAPU3aLM VM PeloIApU3aliim),
urpatoiiye posub B narodusnonorun PPXX [29].

Vccnenosanne K. Nademanee moxasaso, 4To 97eKTpo-
bUSMONIOrMYecKUiI MeXaHM3M CUHAPOMa ] BOJNHBI KOM-
IVIEKCHBIN. DBBUIO IIPOJIeMOHCTPMPOBAHO, YTO IO3[HIE
[eroApM3aIy, Npeobafaole B MpaBOM XKelyJoukKe,
BHOCAT BK/IAJ| B MeXaHU3M cyHApoMa. O6Hapy>KeHo, YTo
BO/IOKHa IlypkuHbe 0060MX >XENTy[0YKOB, OCOOEHHO 3aj-
Heil ¥ HIHKHEeOOKOBOI 06/1acTH JIEBOTO JKeNMy04Ka UTPAIOT
B)KHYIO PO/Ib B BO3HMKHOBEHUY TPUITEPOB M VIHUIMAIINN
OK. Takue 061acTy ABAAIOTCA MULIEHDIO IS
abmanym, KoTopas IpMBena K IpeKpalleHnIo

Tabnuua 1
smmsopos OIK [29].

I. AHamHe3

Ces3p marrepHa PPXX B HIDKHEGOKOBBIX

A. HeobbAcHMMasA ocTaHOBKa cepALa, LOKyMeHTUpoBaHHaA OXK vnu
nonvmop¢Has xenyaoukosas Taxmkapaua (KT)

B. [MpeanonoxutenbHo aputMmyeckoe CMHKone

C. CrHKOMe Her3BeCTHOWN 3TNONOTUN

IIl. CraHpapTtHas JKI

A.MNaTTepH PPX >0,2 MB B >2 H/XHMX U/ GOKOBbIX OTBEEHMAX
C rOPU30HTaNbHBIM U HACXOAALMM ST cermeHTOM

B. AnHammnueckue nameHeHus snesaunm Toukn J> 0,1 MB B 2 HUXKHUX
n/vin 6OKOBbIX OTBEEHMAX

bannbl

3 OTBEIEHMAX C OCOOEHHOCTAMMI JleTIoApu3a-
uun y OO/IBHBIX C CHHAPOMOM bpyraga mpu
perucTpanuy snmuKapMaabHON 37IeKTporpam-

1 MBI Obl/Ia TIOKa3aHa B MCCIENOBAHNN S.Nagase
¢ coasr. [30].

2 Xots 6HOKaT0pr HaTpUEBBIX KaHaJIOB

e JMEMacKUPYIOT ¥ YCUIMBAKOT TIPOSIBIEHUS

CHIOpOMa prrana, OHM YMEHDbIIAIOT aMIIJIN -

C. dneBauum ToukmM J = 0,1 MB He MeHee uem B 2 HXKHUX
n/vinn 6OKOBbIX OTBELEHMAX

] tyny J Bonubl npu PPXK [19]. OpHako 310 He
O3HAYaeT, YTO NaTO(U3NOTOTNIECKas OCHOBA

Ill. XonTepoBcKOoe MOHMTOPUPOBaHne

9TUX COCTOSIHUI oTnmvaercs. VccnenoBanue

A. XKenynoukoBble 3KCTPACUCTOSbl C KOPOTKUM UHTEPBAIOM CLeneHmns
(R Ha BOCxopsALLelt YacT unuv nuke T)

K.Nakagawa ¢ coaBT. mmokasano, 4to ] BOIHa,
3aperncTpUpoBaHHasA C IOMOIIbIO YHUIIONAP-

IV. CemeliHbI aHaMHe3

HOTro 3MMKapAnajabHOIO JIEBOXETYJOIKOBOIO

A. POOCTBEHHVK C AUarHOCTMpoBaHHbIM CPP

aneKkTpofa y manuenta ¢ PPIK yBenmnunBaerca

B. > 2 poAcTBEHHVKOB NepBOW NNHMK C NaTTepHoM JKI 2A

C. PogctBeHHMK nepBoi nMHUK ¢ nattepHom JKI 2A

I10C/1€ ITPOBOKALIMOHHbBIX TECTOB C 6n0KaTopa—
MU HaTpUEBBIX KaHAJIOB, TOTAAa KakK I BOJ/IHA B

D. Heo6bacHumas BCC poacTBEHHMKa NepBON-BTOPON IMHUN MOnoxe 45 net

V. Pe3yn bTaTbl reHETUYECKOro TeCta

JIaT€pa/IbHbIX IIpE€KapAMaJIbHbIX OTBENEHUAX

A. BepoATHO naToreHHan myTaums, xapaktepHas gna CPP

YMEHBIIAETCs, YTO CBA3AHO C TeM, YTO OHa II0-
rromaercs pacumpertsiM QRS [31]. Tlpu po-

VI3 xaXpoil Kareropuy Oepercs TOMbKO OJJMH MaKCH-
MaJIbHBII Pe3y/IbTat, HeOOXOAMMO HaMN4Ne XOTs ObI OZHO-
ro OKI' kpurepus. VIHTeprperanys cyMMbl 6aiioB Cie-
mylomast: 5 6an10B — omnpeyeneHHslil cungpoma PPXK, 3-4,5
— BO3MOXXHBIN uarHo3 cuapgpoma PPIK, <3 - amarnos He
BBICTAB/IAETCA.

Vmeetca cxopctso Mexxay PPOK u cunnpomom bpyrana,
KOTOpOe IIpefIoaraeT o6Ifylo Mnatodusnoaorno gBYX
cuHpoMoB [2,3,4,10,17,18,25]. B koHceHcyce, MOCBSAILEH-
HOM CMHZIpOMaM ] BONHBI, cuHApoM bpyraga u PPXK pac-
CMaTpMBAIOTCA COBMECTHO ¥ MOAYEPKMBAETCHA, YTO MX
MHOroe o6beguHser [4]. Oba CMHAPOMA acCOLMUPYIOTCS
¢ pasButneM nonumopdHoit JKT mmn ©K, BCC monoppix
mofieit 6e3 CTpyKTypHOit matonornu ceppua. Cunapom
Bpyraga u PP)K [OMMHUPYIOT Y MY>K4MH, MOTYT ObITH Oec-
CUMITOMHBI 0 pa3Butusa BCC, koTopas yale BO3HMKaeT B
Bospacte 30-40 net. KT mposBnenns cunapoma bpyrana n
PP)X napacrator Ha ¢poHe bpanykappy 1 mays, BCC gamie
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TpaMMUPYeMO CTUMY/IALUY SNMKapfia IEBOTO
XKenmypodka Opita nupyunposana OXK, uro mopTBepxpaer
TO, YTO aPUTMOI€HHBIM CYOCTPAaTOM Yy HAHHOTO HaIjieHTa
¢ npmonaruyeckoit O)K sBysiercst snmkapy [31]. HegaBHue
MCCTIefOBAHNS XapaKTepHU3yIOT SIIMKapAMaIbHbIIL CyOCcTpaT
y manuentos ¢ PPXX [8,46,49]. Perucrparnus ] BonHBI cBA-
3aHa ¢ paszmuuueM 1 ¢aspl SMMKAPANATIBHOIO IOTeHIaIa
IeiCTBMA OTHOCUTENbHO 3HJ0KapAManbHOro. B pesynprare
YBENMYMBAETCA TPAaHCMYPAIbHBIN BONBTAXKHBI TPATMEHT,
YTO IIPUBOAUT K MMOsIBJIEHNIO BOMHBI | [8,49].

B moppepkKy rumoresnl 06 o6uyeit matodusnonornye-
ckoit ocHoBe PPJK u cunzipoma bpyraja cBupeTenbCcTByIoT
coobueHns o cnydasx nepexopa penoruma PPIK B PPX ¢
cuHppomoM bpyrana [25,33].

ITpossnennsa PPXX MoryT yBemrumBarbcsa npu 6panm-
Kappun. OtMevaeTcs obpaTHas cBAsb Mexay YCC u aM-
IIUTYROM | BonmHbl. IIpyunHOI ABAAETCA TO, YTO IIPU yBe-
JIYeHN) BaryCHOro BnumsiHus Kanmesble Toku (IK-ATP n
IKACh) yBenmumBaloTcs 1 TaKXKe OTMeYaeTcsA MeIIeHHOe



BOCCTAaHOBJIEHME BBIXOAAILero Kaauesoro toka (Ito) [33].
Iunorepmusa 3amepnger YCC u IpUBOAUT K IOSBIEHUIO
npusnakos PPXX [13].

VIMeroTcs JaHHBIE O POIU HAC/IEACTBEHHOCTU B IIPOSIB-
nenvsix marrepHa PPIK [11,24,26,35,36,39]. []yis1 BbIsiB/IeHUS
PPJK 06c¢imemoBaHbl MOIObIE JIIOAU 40 18 j1eT, ABiAoLe-
cs1 popcrBeHHukaMmu 1 crenenn muy ¢ BCC. 9KT 3aperu-
cTpupoBaHa y 77 yenosek us 46 cemeit. PPJK BoiABnena y
31 (40%) manyenTa. COITTacCHO OIYOIMKOBAHHBIM paHee
ZaHHBIM 0 yacrote PPXK B o6uieil meguaTpideckoii Homy-
JIALMY, OHA cocTaBiAeT 5-13%. B cob6cTBeHHOI KOHTPOJIb-
HoVIA rpy1Ie oHa cocTaBuia 19%. PPJK B HYOKHUX OTBefleHM-
X HaOJIIOfja/Iach 3HAYMTE/IbHO Yallle, YeM B KOHTPOJIbHOI
rpymie (75% mporus 38%) (p = 0,02) [24].

O6Hapy>keHbI pa3nM4Hble MYTAaLNY, aCCOLMIPOBAHHbIE
¢ PPXX n BHesamHoll cmepTbio [4,7,42,47].Y manueHToB
CPPJK Bbrasnensl myranun B rerax KCNJ8 u ABCC9, or-
BeTcTBeHHble 3a AT®-uyBCTBUTENbHBIE CYOBEMHMIIBI
kaHanoB IK-ATP, a Taxxe myrammm B reHax CACNAIC,
CACNB2b, CACNA2D1, OTBETCTBEHHBIX 3a KaJ/blVi€Bble
KaHasbl L-tuna cepaua, u B renax SCN5A, SCN10A, orser-
cTBeHHBIX 3a Na kanasbl. Hanbosee yacTbIMu SIB/IAIOTCS My-
tanun B reHax CACNA1C, CACNB2b, CACNA2D1 [10].

Yacrora PP)K y 60nbHBIX ¢ yyinHeHnem uHTepBana QT
BBIIIle, YeM B IIONYJIALIUN, OfHAKO He BBIAB/ICHO BIMAHMA HA
nporuos [11].

Omnmncan cny4qait PP)K y 60/1pHOr0 Bo Bpems anekTpude-
CKOTO IITOPMA, ACCONMIPOBAHHOTO C TUIIOKanueMren. B/B
BBeJIEHME Ka/IMs IIPUBEJIO K ITpeKpaleHnio annsonos OIK u
CHIDKEHMIO aMIUTUTY/BI | BOTHBL. BO3MOXKHa CBA3H IMITOKA-
memun u XK mpu PPX [27].

ITpodunakTuka BHE3aNHON CMepTM IIPU CUHJIPOME
PPJK Mo>xeT 00CY>XIaTbCsl TONBKO Y OONBHBIX C BHICOKUM
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puckoM. EnmHcTBeHHBIM 3(QEKTMBHBIM METOLOM IIPO-
¢unaktukn aBAerca uMmitanranusa VIKI. OHa saBiaercs
HepBOIl IMHNUEN y HanueHToB ¢ narTepaoM PPXX 6ornee 0,1
MB 1o KpaiiHeil Mepe B [JBYX CMEXHBIX HIDKHEOOKOBBIX
OTBEfIEHMAX, BBDKMBIINMX IIOC/IE OCTAHOBKM CepAla, C Ji0-
kymentuposannoit ®)K wm JKT (I xracc mokasanuii). Y
OOJIbHBIX C CHMHKOIIE U CeMeIIHbIM aHAMHE30M BHe3aIlHOI
CMepTU B MOJIOLIOM Bo3pacTe kiacc nokasanmit k VIK]I I1B.
MenukaMeHTO3HasA NPOGIMIAKTIKA Yy OONBHBIX BBICOKOTO
PMICKa IIPOBOIMTCSA IIPYM HEBO3MOXKHOCTY VMIUIAHTAIVN
VIK]I. PekoMeHjOBaHbI XMHUAVH, MHIMOUTOPBI hocdomma-
crepassl 111 (nunocroson). MHysus usonporepenona Mo-
JKeT OBbITb MCIO/Ib30BaHA /I IOJaB/ICHNU JIEKTPUYECKOIO
IITOpPMA Y ITalyeHToB ¢ cuaapomom PPIK [4].

TakuMm o06pasoM, IpMMeHeHMe COBPeMEHHBIX KpUTe-
pues gmarHocTuky PPJK, oTpaskeHHBIX B COITTACHTENbHBIX
TOKYMEHTaX, M CTpaTU(UKALA PUCKa C LIe/IbI0 BBIABICHUA
HAIVIEHTOB, HY>KHAIOIVUXCA B NpoQIIAKTUKe BHE3aIHON
CMepTH, ABNIAIOTCA YPe3BbIYAIHO aKTya/IbHBIMI B Kap/uo-
JIOTMYECKOM IIPaKTHKe.

Konpnuxm unmepecos. Asmopui 3as6ns10m 06 omcym-
CMBUU KOHPUKINA UHINEPeCos.

IIpospaunocmov uccnedosanus. Vccnedosarue He umeno
cnoucopckoil noddepcku. Vccnedosamenu Hecym HOMHYHO
0meemcmeeHHoCmy 3a NpedocmasieHue 0KOHUAMENbHOL
8epcuu PyKONUCY 6 neuamb.

Hexnapauus o Ppunancosvix u unvix 63aumooeiicmeu-
sax. Bce asmopvl npunumanu yuacmue 6 paspabormxe KoH-
uenyuu 1 OU3atina UCCne008anUs U 6 HANUCAHUU PYKONUCU.
OxonuamenvHas eepcust pykonucu 6vina 0000peHa cemu as-
mopamu. Aémopot He NOTYHANU 20HOPAP 3a UCCIE00B8AHIE.

Pa6oma nocmynuna 6 pedaxuuto: 29.09.2019.
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