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Beoenue nauuenmos c cunopomom bpyeada 3aeucum om cmpamugpukayuu pucka. Ha cecoonswnuii oenvb
umnaaumayus Kapouosepmepa-degpubpurramopa a6asemes Hauboaee npuemaemoll mepanueii 015 npoghu-
AAKMUKU 8HE3ANHOU cepOe*Holl cMepmu y nayuenmos ¢ cuHopomom bpyeada evicokoeo pucka ¢ npepeantoli
0CMAHOBKOIU cepoua u/uiu 2emMoOUHAMUYECKU 3HAYUMbIMU dceaydoukosuimu apummusmu. Tlayuenmor
MOAbKO ¢ MEOUKAMEHMO3HO UHOYUUPOBAHHBIMU USMEHEHUAMU HA 21eKmpoKapouozpamme U 6e3 KaKkux-au-
00 Opyeux KAUHUYeCKUX nposeneHuUll HAX00SMCA 8 epYnne O4eHb HU3K020 YPOBHS PUCKA PA3GUMUS 6HE3AN -
Holl cepdeunoii cmepmu. Ilayuenmol ¢ ucmopueii 00MOPOKa HAX0O0SMCS @ SpYRNe NPOMENICYMOUHO20 PUCKA.
Hx cmpamughukayus pucka 3agucum npedcde 6ceeo om npeonoaazaemoil npuqunsl nomepu CO3HAHUSA
(apummuueckoil uau veapummuueckoii). Oonaxo y boavuiuHcmea nayuenmos cunopom bpyeada npomeka-
em beccumnmomno. /ns Hux obujenpunamolii n00xXo0 K oueHKe apummu4eckoe0 pucka HedocmyneH, coom-
8eMCMBEHHO, NOKA3AHUS K UMHAGHMAUUU Kapouosepmepa-0eqhuopuiismopa ocmaromcest HesicHolMu. Bue-
cme ¢ mem nepeviM U eQUHCIMBEHHbIM KAUHUYECKUM NposigaeHuem 3a001e8aHUs MOJCem CIams 0CMAaHOBKA
cepdua. CaedosamenvHo, HeobX00uMbL cpedcmea 041 CmpamupuKayuu pucka y 6cex NauUeHmog ¢ CUHOpPo-
mom Bpyeaoa. Tlosmomy evisenenue gpaxmopos, COCOOHbIX npedckasamy pUck pasgumusi apumMU4ecKux
cobbimuti npu cunopome bpyeada, 6 nocaednue 200vl okasvieaemcs 8 oxyce uUccae008amenbcKkoeo0 HUMA-
HusA. Imo makaice 06ycroeausaem noCmMosHHbLI UHMepec K 00H08AeHUI0 Kpumepues 0uaeHoCmuKy 3abone-
eanusi, u cetiuac npodoadcaromes 0ebamol OMHOCUMENLHO HEOOXOOUMOCIU GKAIOYeHUs OONOAHUMENbHbIX
udeHmupuyupyemvixX KAUHUMECKUX NPUSHAKO08, BbIX00AUUX 3a PAMKU XAPAKMEPHbIX USMEHeHULl Ha 1eKm-
pokapduoepamme. B amom 0630pe obcyrcoaromes mekyujue 0anHvle, KAcauwuecs yayuuenus OuasHocmu-
Ku u cmpamuguxayuu pucka cundpoma bpyeada, eéxaiouas nociednue 8ajicHvie YMouHeHUsl, NPeON0NCeH-
note Ha Ilanxaiickoi kongpepenyuu ¢ 2016 e.

Karwueevie carosa: énesannas cepoeunas cmepmos,; QUOPUIIALUS Hceny00uKos; cnonmantbiii bpyeada-
nammepn I muna; Hazpy30uHblil MEOUKAMEHMO3HbLI mecm, (aKmopvl pucka, CMpamu@uKays puckd;
Kapouosepmep-oepubpuniamop.
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Management of patients with Brugada syndrome depends on risk stratification. To date, implantation of a car-
dioverter-defibrillator is the most appropriate therapy for the prevention of sudden death in patients with high-
risk Brugada syndrome with interrupted heart failure and/or hemodynamically significant ventricular
arrhythmias. Patients only with drug-induced changes in the electrocardiogram and without any other clini-
cal manifestations are at a very low risk of sudden cardiac death. Patients with a history of syncope are at
intermediate risk. Their risk stratification depends primarily on the alleged cause of loss of consciousness
(arrhythmic or non-arrhythmic). However, most patients with Brugada syndrome are asymptomatic. For
them, the generally accepted approach to assessing arrhythmic risk is not available; accordingly, indications
for implantation of a cardioverter-defibrillator remain unclear. At the same time, cardiac arrest may be the
first and only clinical manifestation of the disease. Therefore, risk stratification tools are needed for all
patients with Brugada syndrome. So, the identification of factors that can predict the risk of arrhythmic events
in Brugada syndrome has been the focus of research attention in recent years. This also leads to a constant
interest in updating the criteria for diagnosing the disease, and debate is ongoing regarding the need to include
additional identifiable clinical signs that go beyond the characteristic changes in the electrocardiogram. This
review discusses current data on improving the diagnosis and risk stratification of Brugada syndrome, includ-
ing the latest important refinements proposed at the Shanghai Conference in 2016.

Keywords: sudden cardiac death; ventricular fibrillation; spontaneous Brugada pattern of the Ist type; exer-

cise drug test; risk factors; risk stratification, cardioverter-defibrillator.

Beenenne

Cungpom bpyrama (CbB), onHa u3 HauboJiee pac-
MPOCTPAHEHHBIX IIPUYMH BHE3AaIIHOM CepaeyHOr
cMmeptu (BCC) y nuil 6e3 cTpyKTYpHOM MaToJoruu
cepila, SBIsSETCs JOCTaTOYHO MOJIOIOW HO30J10-
rueii B COBpeMeHHOI MmeauuunHe. MIcTMHHas pac-
npoctpaHeHHOCTh Cb TOUHO He M3BecTHa, MO MpPU-
MepHBIM onieHKaMm gocturaeTr 0,05% [1]. Brepsrie
oxapakTepus3oBaH B 1992 1. ucmaHCKMMU KapaAno0J10-
ramu Ilegpo bpyrama u [Ixxo3emom bpyrama kaxk
KJIMHUKO-3JIEKTpOKapaAnorpaduueckuii CUMMITO-
MOKOMIUIEKC, TPOSIBISIIOIINIACS OJIOKaI0M IIpaBoOii
Hoxku Tydka Iuca (ITHIII), sneBamnueit cerMmeHTa
ST B mpaBbIX TI'PYAHBIX OTBEAEHMSIX CBOAYATOU
KoHurypauu (Tak HasbiBaeMblii bpyramga-mar-
TepH | Tuma) Ha anektpokapauorpamme (DKI)
u ciaydasimu BCC BeneactBue pa3BuTus (hruOpUILISI-
uuu xenynoukon (DXK).

IMpennonaraercss, yto Cb cocrtaBnsger 4—12%
Bcex cirydaeB BCC 1 20% BCC y i1 6e3 cTpyKTyp-
HOIT 0ojie3HM cepaua [2]. DTM Ioka3aTeam MOTYT
OBbITh HEIOOLIEHEHbI, KaK MPeNrnoJiaraeT KpyrnHe-
111ee MPOCMEeKTUBHOE UCCJIEIOBAaHUE HA CETOMHSIII-
HUU AEHDb 110 CEMEMHOM OLIEHKE CMHIPOMa BHE3AIl-
HO#l aputMuueckoit cmeptu (sudden death syn-
drome — SADS) [3].

ITpuHATO cuuTaTh, YTO HajJEXallee MPUMEHE-
HUEe MMIUIAaHTUPOBAHHOTO KapauoBepTepa-aeduo-
puwursitopa (KBJ/I) y manmeHTOB BBICOKOIO pucKa
¢ nipepBaHHoil BCC u remonumHamMuyecKyd 3HaYU-
MBIMHM KeJTyI0YKOBBIMU apuTMusMu (KA) saBiser-
csl XM3HEHHO BaxXHbIM. OIHAKO y OOJBIIMHCTBA
naureHToB cMHApoM bpyranga rporekaet 6eccumi-
toMHO. X puck BCC HU30K, HO HE TpUBUAJICH.
B oTiinure OT malueHTOB ¢ CUMHAPOMOM YIJIMHEH-
Horo uHTepBajia Q—T, KOTOpble YacTO UMEIOT TIpe-

IYIIPEXXIAI0IINe CUMIITOMBI B BUIE PELIUANBUPYIO-
11IETO CUHKOIIE, MPEeXIe YeM Yy HUX Pa30BbETCS OC-
TaHOBKa cep/lia, y mauueHToB ¢ Cb apuTMuu yacTto
MPUBOIAIT K JIETaJIbHOMY MCXOJY, KOIZla OHU BIIEpP-
Bble BO3HMKaIOT. BMecTe ¢ TeM abCOIOTHBIN pUCK
pasBuTus crioHtaHHoit ®XK cpenu GecCUMIITOM-
HBIX TTALIMEHTOB HIXE, YeM MpeAIiojaraioch paHee,
a PUCK JIOJTOCPOYHBIX OCJIOXHEHHWM, CBSI3aHHBIX
¢ nmmantauueit KBJI, gBasieTcss 3HaYMTENBHBIM
[4]. B cBsi3u ¢ 3TM U3yyeHue uHGopMaluu, Kaca-
IOIIEICs TTPOrHO3UPOBAHUS apUTMUYECKIX COOBI-
it ipu Cb, nipeacTaBisieTcsl aKTyaabHBIM.

B manHoM 0030pe ONMMCHIBAETCS 3BOIIOLIUS
MpeacTaBIeHUl 00 apUTMUUYECKOM PUCKE pa3jiMy-
HBIX TPYIN MNAallMEHTOB U paccMaTPUBAIOTCS CyIle-
CTBYIOIIME U HOBBIE IIOAXOAbl K OMAarHOCTHUKE
u crpatudpukauuu Cb, B ToM uyuciae mociaeaHue
BaXkKHbIe yTOUHeHMUS o auarHoctuke Cb, mpemio-
skeHHble Ha Illanxaiickoit KoHdepeHuu B 2016 1.

H3ommposannas IKI-kapTuna cunapoma
Bpyrana: 3a6onesanne wim IKI-penomen

Ilpexne yem mopabaThiBaTh CTpaTEerM CTPATH-
¢uKayu pucka, BaxkHO YTOUHUTb, KAK UMEHHO YC-
TaHaBAuBalOT nuarHo3 Cb M OCTaHOBUTBbCS Ha
CMOPHBIX MOMEHTaX.

OcHOBa TMarHOCTUKHU — PETUCTPAIS B TIPaBbIX
rpyaHbix oTBeaeHUsIX (V1 u/unm V2) DKI'- usmeHe-
HUIl B BUOe NpU3HAKOB IceBmobiaokansl ITHIIT
¢ aneBauueir cermeHTa ST U aMIUIMTYH0i TOUKM J
2 MM u OoJiee ¢ ToceayolIeii HeraTUBHOM HarpaB-
JIeHHOCTBhIO T-3y011a ¢ HeOOJIBIIMM M303JIEKTpHUYe-
CKMM pasfiesieHMeM, 4YTo Mpupaer cermeHTy ST
«CBOJYATY10» KOHDuUrypauuto (coved) — Tak Ha3bl-
BaeMbilt bpyraga-narreps I tumna (ta6ma. 1, cMm. pu-
cyHOK) [5]. ITomumo I Tunma DKI'-n3meHeHmit npu
Cb ommucansl I u III tunel. KT -narrepn 11 tTuna
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Taonuma 1

Tunb1 DKI'-u3menennii npu cuaapome bpyraga

HUsmenenue DKI' I Tun II tun II1 i
AMIUIUTYIA BOJIHBI J >2 MM > 2 MM > 2 MM
T-3y6enn OTpunaTeIbHbII ITonoxurenbHbI [TonoxuTenbHbI

Kondurypamusa ST Caonuatas (coved)

Koneunast yactb ST

[TocTosiHHO OTpHULIATEbHbII

uiu AByxdasHblii
CennosuaHas (saddleback) CennoBuaHas (saddleback)

DneBauus > 1 MM Dnesanus < 1 MM

“1mm=0,1 MB.

TakXe MMeeT BbiCoKoe Hauajio aneBauuu ST 2 MM
1 OoJjilee B aHAJIOTMYHBIX OTBEACHUSX, HO B 3TOM
cayyae aMILUIMTyAa J-BOJHBI JaeT Hayajao IOCTe-
MeHHOMY YObIBaHUIO 3jeBaluu cermeHTa ST, 3a-
CTBIBAIOIIETO Ha ypoBHE OoJjiee 1 MM BEBIIIE U301~
HUU, B CONPOBOXACHUM TIOJOXMUTEIbHON WU
nByxdas3Hoit T-BOIHBI, UTO B pe3yIbraTe MIPUBOIUT
K «celIoBUaHOK» KoHpurypauuu (saddleback) [1].
I1T Tun xapakrepusyet aseBaius cermeHTa ST Mme-
Hee 1| MM, KOTopast MOXKET OBITh 00erX KOH(UTypa-
LM, HO Yallle OTMEYAIOT «CEeIJTOBUIHYIO».

B 2013 . MexmyHaponHOe KOHCEHCYCHOE 9KC-
TePTHOE 3aKJII0YEHUE TPEX MEAULIMHCKUX OOIIECTB,
TIPEICTABIIAIONINX 3JeKTpodusnooruio B CeBep-
Hoii Amepuke, EBporie n A3narcko-TruxookeaHCKOM
peruone: O6mecTBO cepaeuHoro putMa (Heart
Rhythm Society — HRS), EBponeiickas accoiua-
uust cepaeuyHoro putMa (European Heart Rhythm
Association — EHRA) u A3zunarcko-TuxookeaHckoe
ob1iecTBo cepaeuHoro putMma (Asia Pacific Heart
Rhythm Society — APHRS), — npeaioxuiu peruc-
Tpanuio bpyraga-narrepsa I Tuna na 9KI' — crioH-
TaHHOTO, WHAYLWPOBAHHOIO JUXOPaAKON WIn
JleKapcTBaMi — B KadeCcTBe €IMHCTBEHHOTO Iua-
rHoctuyeckoro kpurepus Cb [5]. IIpu mopdoo-
rudeckux ndMmeHeHusix cermernra ST II u 111 Tunos

Wzmenenus DKI mpu pa3nuuHbix
TMIax  cuHApoMa  bBpyrana.
CTpenky yKasbIBalOT Ha 23JjeBa-
uuto cermeHta ST «cBomuaroii
dopmbl» tipu | Tune (a), «cemno-
BungHOU dopmbl» — mpu Il Tume
(6) 1 HU3KOAMILIUTYIHYIO, OJI13-
Kyl0 K «CeIJIOBUIHON (hopme» —
npu 111 Ture (8)

B oTBeneHUsIX V1—V2 mjis MocTaHOBKU AMAarHo3a
CBb tpebyeTcst mpoBeeHUE HArpy30UHbIX (hapMaKo-
JIOTMYECKUX MPoO ¢ OJI0KaToOpaMy HaTpUEBBIX KaHa-
JIOB, BBISIBJISIIOIIMX (DeHOTUIT 3a00JIeBaHMSI.
OpHako apyrue 3KCIepThl YTBEPXKIAIOT, UTO 0e3
HaJIM4Usl CUMITOMOB XapaKTepHble U3MEHEHMS KO-
HEYHOI 4aCTH XKeTyo0IKOBOro komriekca Ha OKI
YKa3bIBaIOT JIUIIIb HA 3JIEKTPOKapAUOorpahuIecKuii
¢enomen Cb, a He Ha caMo 3aboeBaHMe. DTOT ap-
TYMEHT IIPOMCTEKAaeT U3 TOTO (paKTa, UTO exKeroaHast
4yacToTa CEPICYHBIX COOBITUI y TaKMX MallUEHTOB
coctasiseT Bcero 0,5% 1o cpaBHeHuo ¢ 1,9% y na-
LIMEHTOB ¢ OOMOpPOKOM B aHaMmHe3e [6]. Tak kak
€XETOJHbBII PUCK CMEPTU TI0 000 MPUYUHE CO-
crasisier okosio 0,4% cpenu MyKCKOM MOITYJISILIMI
cpeaHero Bo3pacTta [7], JOTMOJHUTEIbHBII PUCK OC-
TaHOBKU cepana, BeizBaHHON Cb, KaxeTcs MuHM-
MaJIbHBIM B 0€CCUMNTOMHOM monyasuuu [8].
TakuM 006pa3oM, MOXHO YTBEPXKIATh, UTO IIO-
craHoBka nuarHo3za CBb y mauMeHTOB, MMEIIIUX
uzonupoBaHHble DKI'-npusnaku bpyrama 1 tumna
B OTCYTCTBME KJIIMHUUYECKUX MPOSIBIICHUI 3a00J1eBa-
HUSI (CUMHKOIIE, ITOKYMEHTUMPOBAaHHbIE ApUTMUU),
U TeM OoJiee OXXUIAaHUE Y HUX BBICOKOTO pUCKa pa3-
Butust BCC He coBceM yMecTHBI. [1Jist 3TOi Korop-
THI ALIEHTOB, BEPOSITHEE BCETO, OYyIET JOCTATOUHO
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MPOBOJIUTh arpecCUBHOE JICYCHUE JIMXOPAIKU, OT-
KazaThCs OT MperapaToB, mHpoBolupylomux IKI
I Tuma, u ocyliecTBIsATh HabMOAeHUE 3a MaHUbec-
TalMel CUMIITOMOB. DTO MHEHME MOATBEPKAACTCS
COBPEMEHHBIMU PYKOBOACTBAMMU, B KOTOPBIX PEKO-
MEHIALMSI O HAOMIoAeHNN 0e3 Tepary y 3TUX Ma-
LIMEHTOB COOTBETCTBYET Moka3aHusiM I kacca [9].

OpnHako ObLT YCTAaHOBJIEH LIEJIbIN CIeKTp pHUC-
koB. F. Sacher et al. mokasanu, yto 12% naireHToB
¢ beccumnToMHbIM TedeHueM Cb Ha MOMEHT UM-
mwiantauyuu KB/l B Tedyenne 10-nmeTHero mepuoma
HaOJII0eHUs] UMeJIM MOTUBUPOBAHHBIE cpabaThiBa-
Hus [8]. Takke mokaszaHo, YTO HaJIU4ue TOJIHKO
cnontanHoro OKI'-narrepHa I Tumna accounnpona-
HO C 0oyiee HU3KOW KyMYJISITUBHOW BBIKMBAEMOC-
Th10 [10] 1 OoJlee KOPOTKMM BpeMeHEeM A0 IePBOro
APUTMMUYECKOTO COOBITUSA [6] MO CpaBHEHUIO C Me-
JUKAMEHTO3HO WHAYLMPOBaHHBIM bpyrama-mar-
tepHoM I Tuna Ha DKI. O4eBUAHO, YTO NPOrHOCTH -
yecKoe 3HaueHMe CIIOHTAHHOIO 1 BbI3BAHHOI'O Me-
JIukaMeHTamMmu bpyraga-narrepHa | tuma Oymet
pasziuyaThCs.

CnoHTaHHBIH ¥ MeIUKaMEHTO3HO
MHAYIUpoBaHHbIA bpyraga-narrepn I Tuna

B HeckoJbKMX MCCIeNOBaHUSIX COOOIANIOCh,
YTO y MAlMEHTOB cO crioHTaHHBIM DKI -mrarrepHoMm
I Tma pucK BO3HMKHOBEHUS apUTMUUYECKUX COOBI-
TU# B IBa pasa BbIlIE, YeM Y MAlIMEHTOB, Y KOTOPBIX
pa3BuBaeTcs Takas ke KaptuHa DKI Ha doHe BBe-
JIeHMsI GJIOKATOPOB HATPUEBBIX KaHajioB [6, 11]. DTo
Ha0II0aeHNE OBLIIO BEPHO KaK IS 0€CCUMITOMHBIX
MalMEeHTOB, TaK U JJiI MAllMEeHTOB C OOMOPOKOM
[6, 11, 12]. Bo Bcex ucciiemoBaHUSIX C MHOTOMEPHBIM
aHaiu3oM crioHTaHHbI DKI -mmaTTepH I Tuna saBis-
eTcs He3aBUCUMBIM TipenukTopoM DX [6, 11, 12].

B kpynHeiilieM MHOTOLIEHTPOBOM MCCJIEIOBa-
Huu FINGER (France, Italy, Netherlands,
Germany — ®panuus, Uranust, Hunepnauger, Iep-
MaHMsI) 4aCTOTa apUTMUYECKUX COOBITUI BO BpeMs
HaOJIIOIEHUST CPeIu M3HayalbHO 0ECCUMMMOTOMHBIX
nmanueHToB cocraBmia 0,8% B roa, korma OKI I tu-
IMa HabJrfomasach CIOHTaHHO, HO ToJbKo 0,4%
B TOI, KOrda JUISl €€ BBIIBICHUSI ObLI HEOOXOmUM
MEIMKAMEHTO3HbIIA TeCT C IMpPUMEHEHUEM aHTH-
aputMudeckux TiperapatoB (AAIT) I kmacca [6].
B wuccnemosanum PRELUDE Hu y ogHoro us
OECCUMMTOMHBIX TMAallMEHTOB C MEAUKAMEHTO3HO
uHaynpoBaHHoit DKI' I Tuma He pa3BUIIMCH CIIOH-
TaHHbIC ApUTMUM B TeUeHUeE 3 JIeT HAOI0IeHUsI, He-
3aBUCHUMO OT MHaynupyeMoct MK mpu mporpam-
MMPOBaHHON ayeKTpuueckoit ctumynsiunu (IT3C)
cepaua [12].

W3 BhIIEN37I03KEHHOTO BBITEKAET, YTo bpyrama-
natTtepH | Tuna, BBISIBIEHHBIN C MTOMOIBIO OJIOKA-
TOPOB HAaTPUEBBIX KaHAIOB (HampuMep, BO BpeMms
TecTa ¢ MPOKAaMHAMUIIOM), ITOApa3yMeBaeT HU3KUIL
apUTMUYECKUI pucK. Jlaxke MOJIOKUTEIbHBIN ce-
MEWHBIM aHaMHe3 BHE3aITHOM CMEpPTU y O0eCCHUMII-
TOMHOTO MallMeHTa ¢ MEIUKAaMEHTO3HO UHAYLIMPO-
BaHHBIM DKI-marrepHoM I tuma B cOOTBETCTBUU
C TEKYIIMMU PEKOMEHAALIMSIMU He SIBJISIETCSI OCHO-
BaHueM st uMItantauuu KBJI [5].

OnHOBpeMEHHO MOCJEAHUE HaHHBIC IMOIHUMA-
FOT BOIIPOCHI O CHEHU(PUIHOCTU HAaTpy30YHbIX ap-
MaKoJIoruueckux tectos [13].

IIpu pyTMHHOM MIPUMEHEHUH ITPOBOKALIMOHHO-
ro TecTa ¢ aiMaJnHOM U olieHKe DKI-u3MeHeHui
B IpaBbIX IpeKapauanbHbiX oTBeAeHnii Chb okazain-
¢ Haubosiee pacHpOCTPaHEHHBIM JUAarHO30M
(n=85,28% cemeit) cpenn HacaeICTBEHHBIX 3a001¢e-
BaHMI cepjlia, BBISIBIEHHBIX B ceMbsix ¢ SADS
(n=128,42% cemeii) [3].

M3-3a BBICOKOI YYyBCTBUTEIBHOCTU TE€CTa C aii-
ManuHoM ist ooHapyxkeHust Cb [14] npenmnonara-
eTCsI, YTO MALMeHThl C OTPULATEIBHBIM TECTOM
MMEIOT OJIarONpUSTHBINA MPOTHO3, HECMOTPS Ha TO
YTO 10KA3aTeILCTB 3TOTO YTBEPXKICHUS KpaiiHe Ma-
o [15]. Panee obcyxnanock [13], uTo Heompene-
JIeHHasi crneuu@UuUHOCTb TecTa (KoTopasi MOXKET
OBITh MEHBIIIE, YeM MPUHSITO OLIEHNBATh) U CBSI3aH-
HbIE C HUM MpOoapuTMUUECKUE PUCKU (C MPOBOKA-
mueir MK makcumanbHO v 1,8% 00ciieqoBaHHBIX
nmauueHToB) [15] MOKHBI YMEHBIIUTh 3HTY3Ma3M
1O TOBOJY TMpoBeAeHUsT TecTa. Eciu TecT BbINO-
HEH, cieayeT 0OpaTUTh BHUMaHUE Ha OCOOEHHOCTHU
OKI, koTopble MOTYyT HMMETb MPOTHOCTUYECKOE,
a He TOJIbKO JAMarHocTuyeckoe 3HadyeHue. Hampu-
Mep, xapakTepucTuku DKI MoryT BKItouaTh MosiB-
JIeHMe CBoI4aToil ajeBaunu cerMeHTa ST B oTBene-
HUSIX OT KOHEYHOCTel [16] 1 MaKpOCKOIMMYECKYIO
anpTepHaluio T-BojiHBI B J11000M oTBeaeHuu [17].
KenynoukoBble apUTMUM PEAKO ITPOBOLIMPYIOTCS
BO BpeMsI TECTOB ¢ OJJOKaTOpaMU HAaTPHUEBbIX KaHa-
noB (B quarrasone 0,15—1,8%), n nx moarocpodHoe
MPOrHOCTUYECKOE 3HAYEHUE OCTAETCS HESICHBIM
[18, 19].

Takum obGpa3oM, AMarHO3 U30JIUPOBAHHON Kap-
tuHbl OKI no Tunmy Bpyrama moteHIaibHO A0J-
KEH OBbITb OTPAaHUYEH MALUMUEHTAMU C MEAUMKAMEH-
To3HO MHAYLMpoBaHHo DKI I TMna n uckimovyarb
nauueHToB co croHTaHHoil DKI I tuma. Kpome
TOro, TMOCKOJBKY Haauyue crioHTaHHoro OKI'-
naTrrepHa | TUIa u CMHKOIIE CBSI3aHbl CO 3HAUUTENb-
HO OoJiee BBHICOKMM PUCKOM OCTAaHOBKM Cepiala
MO0 CPaBHEHMIO C M30JMPOBAHHBIM CIOHTAHHBIM
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OKI-mmarrepHom I Tuna, ciHKOMAaJbHBIE TTAIIUEHThI
co crioHTaHHoit OKI' I Tuna moTeHIMaAbHO AOJIK-
HBl OBITh OTHECEHBI K TPYIIIE BHICOKOTO PHCKa,
a OeccuHKOMAaJbHbIE ITalMEHTHI CO CIIOHTAHHON
OKI I Tuma — K rpynmne mpoMexXyTOuHOro pucka
[6]. B mo60oM cityuae olieHKa pUCKaA Pa3BUTHS K3~
Heyrpoxalouyx aputMuii y iui ¢ OKI'-natrepHoM
I TMma oyeHb BaxkHa U B CIy4ae 0€CCUHKOITAILHOTO
TEUEHUSI CUJIbHO 3aBUCUT OT YCJIOBUI BO3HUKHOBE-
Husg DKI-u3meHeHuii.

AputMudeckuil puck

IMpencraBieHust 0 pUCKe pa3BUTUS XKU3HEYTPO-
KAIIMX apuTMUil y null ¢ bpyraga-nattepHoM
I TMIa 3aMEeTHO SBOTIOLIMOHUPOBANIO 34 MOCIIETHIE
JIBa JECSITUICTUSI.

B nepsoit koropre 6osbHbIX ¢ Cb, onucaHHoOM
B JIUTEpaType, OTMEYaaach camast BBICOKAs 4acToTa
aputMmdeckux coobrtrii (caydan @K n BCC) — no
32% B TeueHUE TPEXJICTHETO TIepHOIa HAOIIOAeHUS
[20]. IlepBble HaOMOOEHMS 3a KIIMHUYECKON Kap-
TUHOM MHOTMX HEJAaBHO OTKPBITBIX IEPBUYHBIX
APUTMUYECKUX CUHAPOMOB COOOIIAINA O TPEBOKHO
BBICOKOM 4acTOTe apUTMUYECKUX COOBITUIA, KOTO-
phle Terepb, Kak I0/1araiT, OTPaKaT 3aKOHOMEP-
HOCTHU CpeIud KOTOPTHI MalleHTOB, COCTOSIILEH U3
ciydaeB ¢ Ooiiee TskeabiMu peHoTunamu. 1o mepe
pocta MHPOPMUPOBAHHOCTU Bpayeil o 3abosieBa-
HUMU U C CO3JaHUEM PeecTpoB, BKIIOUAIOIIMX OoJiee
IIMPOKMUIA CHEKTP (PEHOTUMUYECKUX OCOOEHHOC-
Teii, CTajJ0 OUEeBUIHO, UTO PUCK Pa3BUTHUSI apUTMU-
YECKUX COOBITUI Y 6ECCUMITTOMHBIX JIUI] Ha CaMOM
JeJie SIBJISICTCSI JOBOJIbHO HU3KUM. 31eCch HeoOXo-
JUMO YYUTHIBATh, UTO PEKOMEHIAIMM B OTHOIIE-
HUM BeIeHUs OOJBIIMHCTBA 3TUX JIML OTpaHUYNBA-
I0TCSl HaOJIOIeHUEM.

Peructp FINGER mnpencraBiisin coboii MHOTO-
LIEHTPOBOE MccienoBaHue ¢ ydacteM 1029 nammeH-
TOB, KOTOpbIe AeMoHCcTpupoBaau Ha DKI cmoHTaH-
HYIO WJIM JIEKAPCTBEHHO WHIYLIMPOBAHHYIO 3JieBa-
muo cermeHta ST I tuma. B TeueHume cpemHero
neproaa HaOJIOAEeHUs, KOTOPBI cocTaBua 32 Mec
(14—54,4 mec), 44 maumeHTa MCHBLITAIM MOTUBU-
poBaHHBIE IIOKM uMILIaHTHpoBaHHoro KBJI, a
7 ymepiu BHe3aIHo [6]. B aToM mccieqoBaHuU BhI-
SIBJIEHHAsI TOJI0BAsl YacTOTa CEPACYHBIX apUTMUIEC-
KX COOBITHI ObLIa caMOi BBICOKOM Cpely TMalueH-
TOB, BBDKMBILMX ITOCie ocTaHOBKM cepaua (7,7%),
B TO BpeMs Kak IallMeHThl ¢ HEOObSICHUMBIMU 00-
MOpOKaMHU 1 0€CCUMITTOMHBIE TTAalIMEHThl UMEU Ya-
croty coobrtrii 1,9 u 0,5% cootBeTcTBeHHO. CHUMII-
TOMBI M crioHTaHHbI DKI-marrepH I Tuma Obln
MNpeaIuKTOpaMy apuUTMUYECKUX coObITuii. biarona-

psl UI3yYEHUIO 3TOI caMOii OOJIbIIIONM Ha CeroaHsII-
HU neHb cepun nauueHToB ¢ Cb ObLIO ycTaHOBIIE-
HO, YTO 4acToTa clydyaeB apUTMUUYECKUX COOBITUI
y 6ECCUMITTOMHBIX TIAIIMEHTOB SIBJISIETCST HU3KOMA.

CormoctaBuMBbIe Pe3yJIbTaThl ObLIM TakKxke OOHa-
pyxensl B uccinenoBanuu PRELUDE (PRogrammed
ElLectrical stimUlation preDictive valuE — nmporxo-
cTUYecKasi IEHHOCTh MPOrpaMMUPOBAHHOM 3JIEKT-
PUYECKOI CTUMYJISILIMM), B paMKaX KOTOPOTO TIPO-
cnekTuBHO Habmoganu 308 mauueHtoB ¢ Chb 6e3
OCTaHOBKU cepaua B rmpoiuiom [12]. B atom uccne-
JIOBAaHUU 32 BpeMsI CpeJHEero rneproaa HabaoaeHUsI
(36 Mec) oOIIMIA eKEeTrOqHbII YPOBEHb apUTMUYEC-
KHUX COOBITHIT cocTaBwI 1,5%, 4TO COOTBETCTBOBAJIO
yacrtote coobitnii 3,6 u 1,0% cpeau malveHTOB
C TIPEAIIECTBYIOIIMMHU CYJasiMHM KapAuaJIbHBIX 00-
MOPOKOB U 6€CCUMMTOMHBIX JIUL] COOTBETCTBEHHO.

HemaBHee mccmemoBanme rpynmbl bpyrama mo
n3ydyenuio 447 npodaHmoB ¢ Cb, BBISIBIEHHBIX
¢ 1986 1. 1 B mocJieayolme 28 JIeT, ToKa3aio aHajlo-
TUYHBIC Pe3YJIbTaThl, XOTSI 3aMEeTHasI BpeMeHHast I1-
XOTOMMSI HAOJI0aeTCsl CPpeIn JIULL B IBYX KOTOpTaXx,
BKJIIOUEHHBIX B ucciaenoBaHue ¢ 1986 mo 2002 rr
u ¢ 2003 mo 2014 rr. [21]. UHTEepecHO, YTO K IIEpBO-
My TIEpHOIY OTHOCWINCH MAIlMEeHTHI, KOTOPhIE OBbI-
JIM 4acThIO HaYaJbHOM KOTOPTHI, CTAaBIIEH KOHCEH-
cycHbIM aokymeHToM 1o Cb B 2002 r. (paHHss
rpymma). ExerogHast yactora cOOBITUI COCTaBMIIA
2,5% B OoJiee paHHel IpyrIie Mo cpaBHeHuIo ¢ 1,8%
B Oonee mosmHei rpyrme (p<0,001). Ilpumeua-
TeJIbHO, YTO OECCUMIITOMHBIE MALMEHThl C METUKa-
MeHTO3HO MHAyluupoBaHHbIM DKI I tuma takxke
WMEJIA KU3HEYTpoXKalolIe apuTMUYECKUE DITM30-
IIBI, 9acTOTa KOTOphIX coctaBwia 0,51% B rog.

PesynbraThl ucciemoBaHus Tpymnbl bpyraga
CBUIIETENbCTBYIOT 00 MHTPUIYIOLIEM CABUTE B Ha-
IIeM TPeACTaBIeHNH O 3a00JIeBAaHNN C MOMEHTA eTO
nepBoro omnucanus. Cpeau NMaluMeHTOB, KOTOPBIM
CBb ObL1 1MarHOCTUPOBaH HETABHO, OTMEUEHO CHU-
xkeHne BCC xak mepBoro mnposiBieHust 3aboJjieBa-
Hus. [Toxoxe, 4To 3Ta rpyIma MalMEHTOB MMeEET
0oJee OaronpusaTHBIN Ipoduib. TeM He MeHee Ha-
OsItofieHME 32 BCEMM MAIlMEHTaAMU 10 CMEPTU HEOO-
XOJMMO [IJIs TOTO, YTOOBI C/ieJIaTh MPaBUJIbHbIE Bbl-
BoIbl. B 11000M cilydyae Takoe OTKJIOHEHUE OT I1ep-
BOHavaIbHBIX MpeacTabieHnit o Cb numeeT BaxkHbIe
KJIMHUYECKUE TIOCIEACTBUS. DTO MOXET 00bsic-
HUTb, TIOYEMY B HEKOTOPBIX CEPHSIX TaKHe TECTHI,
kak [19C, He UMeau TPOrHOCTUYECKOM LIEHHOCTH,
MOCKOJIbKY TPEATEeCTOBasT BEPOSTHOCTb TSKEJIOTO
ncxona (Harpumep, BCC), Bo3aMoxXXHO, He ObLIa 10-
CTaTOYHO BBICOKOI, YTOOBI ITO3BOJIMTH Paclio3HaTh
CYILIECTBEHHbIE Pa3IUUMSI.
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Hapsiny ¢ u3MeHeHMeM IpeacTaBiIeHU 00
apUTMUYECKOM pUCKe KpuTepuu auarHoctuku Ch
TakXe 3BOJIOLMOHUPOBAIM C MOMEHTa IepBOHa-
YaJIbHOTO OMMCaHMS 3a00JeBaHMs, U ceivyac Mpo-
JIOJIKAIOTCS 1e0aThl OTHOCUTEIbHO HEOOXOAMMOCTU
BKJIIOUCHMST NOMOJHUTEIBHBIX WACHTUUILIMPYE-
MBIX KJIMHMYECKUX TPU3HAKOB, BBIXOASIIUX 3a
pamMku xapaktepHbix DKI'-n3meHeHUnii, 0COOEHHO
y mauveHToB, KoTopble pasBuBaior DKI I tuma
TOJILKO TMOJ IeCTBHEM 0JJ0KATOPOB HATPUEBBIX Ka-
HaJIOB.

[TepBble cornacuTeabHble KOH(EpeHLUU, Io-
CBsILLIEHHbIE OuarHoctuueckum kKpurepusm Cb,
o ipoBeaeHbl B 2000 [22] u 2005 rr. [1].

B oTBeT Ha pacTymmii 06beM 3HAHUIT PEKOMEH-
Jaluy 1o AuarHoctuke u jeyeHuto Cb Oblin 00-
HOBJIEHbl B MEXIYHapOAHOM KOHCEHCYCHOM 3a-
kmoyeHun HRS/EHRA/APHRS 1o nedenwuio
U JWarHOCTUKE MEPBUYHBIX HACEACTBEHHBIX apUT-
muii B 2013 . [5].

B omiuuue OT mpeablaylIMX KPUTEPUEB
HRS/EHRA 2005 r., B KOHCEHCYCHOM 3asiBICHUU
HRS/EHRA/APHRS 2013 1. nepeuncieHbl HEKO-
TOpbIEC pa3Inyusl.

Bo-niepBbix, kputepuu DKI' mist numarHOCTUKMT
Cb pazmuunsl. Kpurepun 2005 1. TpedoBain moBbI-
meHus ST B 1Byx u 0oJiee mpaBbIX IPYIHBIX OTBEIEC-
Husx (VI—V3) B cTaHIapTHOM IIOJIOKEHUM (4YeT-
BepToe Mexpebepbe) mias auarHoctuku Cb [22].
B coBMecTHOM  pPYKOBOICTBE  BKCIIEPTOB
HRS/EHRA/APHRS B 2013 1. 661710 npeaiokeHo
uneHtuuuposats DKI-npuznaku Cb B MeHb-
LLIEM YMCJIe TIPaBbIX IPYIHBIX OTBEACHUN — B OTHOM
WIM MakKcuMyM AByx: VI u/uiu V2, HO Npu 3TOM
pacrioiaraTh 2JIEKTPOIbl HE TOJIbKO B CTAHIAPTHOM,
HO U B 0oJiee BbICOKOM MO3UIIUU (BTOPOE U TPEThE
Mexpebepne) [5].

Takum o6pazom, kputepuu DKI Ternepb MOXHO
O0OHAPYXUTH HE TOJIBKO B CTAHIAPTHBIX, HO 1 OoJee
BBICOKUX TIOJOXEHMSIX, YTO TOBBIIIAET YYBCTBU-
TeJbHOCTh AuarHoctTuku Cb. Onupasich Ha HOBBIE
KPUTEPUU, HeJaBHEE UCCIeI0BaHMe TToKazano 16%
npupocT auarHoctTuku CBb B IOMOTHUTENbHBIX
49 cemeiictBax ¢ SADS 3a cuer noBblillIeHUS 3(P-
(extuBHOCTH DKI-MCccienoBaHus TPU UCIIONb30-
BaHMU BBICOKMX IIPAaBBIX IPYAHBIX OTBeACHUIA [3].

Bo-BTopnix, kputepuu 2005 1. TpedoBaiIn HAJIU-
yusl MO KpaliHel Mepe OJHOro M3 KIMHWYECKMX
TIPOSIBJIEHUH (JIOKYMEHTHUPOBAHHAs XKeJTyIouKOoBasI

taxukapaust (KT) nam DK, oOMopoku, ceMeHBII
aHaMHE€3 HOYHOI0 aroHajJbHOTO JbIXaHUS MpU
BCC/OKT I tuna wnm nanykiust 2KT/DXK Bo Bpe-
M [I9C) nng nmarHoctuku [22]. Tem He MeHee
KJIMHUYECKUE TIPOSBIACHUST (CUHKOIIE, TOKYMEHTU -
poBanHbie O2K/2KT u T. 1.) OombIIe He BasKHBI TSI
NIUATHOCTUKU B OOHOBJIEHHBIX PEKOMEHIAIMSX
2013 . Okcneptet HRS/EHRA/APHRS npennara-
0T OKOHYaTeJbHO auarHoctupoBaTh Cb Ha ocHOBe
OKTI'-kapTUHBI U TTOCIE UCKIIOUYEHUS IPYTuX Aud-
depeHIIMaIbHBIX AUArHO30B (HampuMmep, aTUMUY-
Has OJioKajga mpaBoii HOXKHM Iydka [uca, paHHSs
penoJisipuszanusi, MHQApPKT MUOKapaa, apuTMOIeH-
Hasl TIpaBOXKeIya0uYKoBas KapauomMuonatus) [5].

B-TpeTbux, B KOHCEHCYCHOM 3asiBieHuu 2013 .
ocjiabjieHa BaXXHOCTh auddepeHIauy ClIOHTaH-
Heix OKTI 11 u 111 TunoB u mogyepkHyTa BaXKHOCTb
OKI' | tmma, HEe3aBUCHUMO OT TOTO, SIBISIETCS JIU
OKI-narreps | TMna cnoHTaHHBIM WIM JIEKApPCT-
BEHHBIM [5].

DTN 0OHOBJIECHUS BIIOCIEACTBUY ObLIN IIPUHSITHI
W BKJIIOYEHBI B peKOoMeHaau EBporieiickoro oo6-
mecTtBa KapauonoroB (European Society of Cardio-
logy — ESC) 1o nedyeHUo XKeayI04KOBbIX apUTMUIA
u npodpuinakruke BCC B 2015 . (Tada. 2) [23].

TakuM oOpa3oM, corjacHO peKoOMeHIALMsIM
2013 ., Hanmuue Ha DKI mokost B mpaBbIX TPYAHbIX
otBeneHusix bpyraga-marrepHa I Tuia, KOTOpPBIi
MOXET OBITh KaK JIEKAPCTBEHHO MHAYLIUPOBAHHBIM,
TaK U CIIOHTAHHBIM, SIBJISIETCS 1IOCTATOYHBIM OCHO-
BaHUEM [IJIs1 TOCTaHOBKU auarHo3a Cb, naxe eciu
U3MEHEHUS TIPUCYTCTBYIOT TOJbKO B €IMHCTBEH-
HOM OTBeneHUHU [5].

C Tex nop MosiBUJIOCh MHOTO HOBOI MHMOpMa-
LIMA OTHOCUTEJIbHO PE3yJbTaTOB IUAaTHOCTUYECKUX
MOJXO/J0B M BHEJIPEHUS HOBBIX METOMIOB TMArHOC-
Tuku. IlociaenHue ucciaenoBaHUsl BBIIBUMHYJIU Ha
MepeaHUid TUIaH Ipo0JieMy 3aBBIIIEHHOMN TUAarHoc-
tuku Cb, ocobeHHO B ciiyyae UCIOJb30BaHUs ali-
manuHa. Peructp PRELUDE noka3zan, yro manu-
eHTbI, femoHcTpupytomue DKI I Tuna TonbKo mo-
cire BBeneHust AAIT I xnacca, mMeroT oueHb HU3KUIA
PUCK apUTMUYECKUX COOBITHMI M YTO Mpe/roJarae-
Masi BbICOKasi 4acTOTa JIOXHOIOJOXUTEIbHBIX pe-
3yJIbTAaTOB (papMaKOJIOTMYECKUX HAarpy304HbIX IIPOO
He SIBJISIETCS TpUBUAJIbHOM [12].

HecmoTps Ha TmiatenabHBINM IIpolece pa3padboTr-
KU kputepueB auarHoctuku Cb paboueii rpynroii
akcrieproB HRS/EHRA/APHRS B 2013 r, no-
MPEeXXHEMY HeE CYIISCTBYET «30JI0TOr0 CTaHaapTa»
JIUISI YCTAHOBJIGHUSI IMarHO3a, OCOOEHHO y Mallo-
CUMIITOMHBIX TTAlIMEHTOB, YTO AeJIaeT 3Ty MpoodJe-
MY CJIOXHOM 1JIs 00beKTUBHOM olleHKM [13].
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Tabnuma 2

Me:kayHapoaHbie KCiepTHbIE PEKOMEHIAIMH 10 AUArHocTHKe cuHapoma bpyraga

Pexomenmaum

| Knace |Yp03em)

Pexomenoauuu HRS/EHRA/APHRS (2013 2.)

Cb nuarHoctupyeTtcsl y naldeHToB ¢ moabeMoM cermeHTa ST ¢ mopdonorueit I Tuna > 2 mm

B > | OTBeIleHUU Cpeau MPaBhIX TPEKOPANATIBHBIX OTBeIeHU V1, V2, pacrooXXeHHBIX BO BTOPOM,
TPEThEM WM YETBEPTOM MEXPeOephbsiX, BOSHUKAIOILEH CTIOHTAHHO J1MO0 MOocie MPOBOKALIMOHHOMN
MeIMKAMEHTO3HOM ITPOOKI ¢ BHYTPUBEHHBIM BBEJICHNEM aHTHApUTMHUYECKHX MperaparoB I Kiacca

Cb nuarHoctupyetcst y nanueHToB ¢ noabemoM cermeHTa ST I unu 111 Tuna B orBenenuu > 1 - -

cpenu MpaBbIX MPEKOPAUATbHBIX OTBeAeHUM V1, V2, pacriosiokeHHBIX BO BTOPOM, TPEThEM WJIK
YETBEPTOM MeXpeOephbsix, KOTIa MPOBOKAITMOHHBIN (hapMaKkoIOTHYeCcKuii TeCT C B/B BBEICHUEM
aHTUapUTMUYECKUX MpenapatoB | kinacca nuayuupyet Mmopdosnoruto OKI I tuna

Pexomendauuu ESC (2015 ¢.)

Cb nmarHocTtupyetcsi y maliueHToB ¢ aseBanueil cermenrta ST > 2 MM ¢ mopdororueii | Tuna I C

B OJTHOM WJIM HECKOJILKMX TIPaBbIX TPYIHBIX oTBeneHus X (V1 u/wim V2, Ipu HAJTOXKEHUM UX
BO BTOPOM, TPETHEM UJIU YETBEPTOM MEXPeOephsix), KOTOpasi pETUCTPUPYETCS] CIOHTAHHO MU
rnocJje MeIMKaMeHTO3HbIX TPOBOKAIIMOHHBIX TECTOB C B/B BBeJIeHUEM 0JI0KATOPOB HATPUEBBIX
KaHaJoB (TaKMX Kak aliMavH, (hJIeKauHWUI, MPOKanHAMUI WU MUJICUKAUHUIT)

BrllienpuBeieHHbIE CBEACHUS YOeIUTEIbHO J10-
Ka3bIBaIOT, YTO BCE ellle HeOOXOMMMBI JabHEeNIIIe
YCUIIMST AJIS1 YIIydIeHUs] IMarHOCTUKU U CTpaTU(DU-
Kaluu prcKa.

OGHOBIEHHS 110 TMATHOCTHKE
cungpoma bpyrana

C 1esblo OLIeHKM HOBOI MH(pOpMalMu U OCBe-
IIEHWST BO3HMKAIOIIMX KOHIIETIIMI B OTHOIICHUU
auddepeHInaaIbHOM AUMArHOCTUKM, TMPOTHO3a
¥ TIOAXOIOB K Tepauy BeAyIue 3KCIEPTHI, B TOM
yuciae uyieHsl HRS/EHRA/APHRS u JlatuHo-
aMEepUKaHCKOTo o0IecTBa KapAUOCTUMYJISLIMU
u anekTpodusuoorun (Sociedad Latinoamericana
de Estimulacion Cardiaca y Electrofisiologia
(SOLAECE)) Bctpetunucy B Ilanxae (Kwuraii)
B anpesie 2015 1. LleneBoii rpyre ObLIO ITOPYYEHO
TTPOBECTU 0030p HOBBIX KOHLEIIINIA 1 OIIEHKY HO-
BBIX JAHHBIX, TOATBEPXKIAIOLINX WK OTIPOBEPraro-
IIUX KOHKPETHbIE JMArHOCTUYECKHE IPOLIeaypbl
Y METOIBI JICYCHUS.

Ob6ecnokoeHHbIe runepauarHoctukoit Cb, oco-
OCHHO y TIAIIMEHTOB C JIEKaPCTBEHHO WHAYIIMPO-
BaHHbIM bpyrama-narrepHom | Tuma, skcnepTsl
MNPeIJIOXWIN HOBbIE AMAarHOCTUYECKUE KpUTEpUU
U CHCTEMY OLICHKHU BEPOSTHOCTH 3a00JIeBaHUS IO
Ha3zBaHueM «IllaHxalickas 1Kaaa 1jst IMarHOCTUKH
Cb», xotopas, nomumo aHanuza DKI, Takke yam-
ThIBa€T KJIMHMYECKUE TMPOSIBICHUS, CEMEMHBII
aHaMHe3 W pe3yJIbTaThl TeHeTUYECKOTO TECTUPOBA-
Hug (Tadma. 3) [24].

B cooTBeTCTBUM C MpenblAylIMMU PEKOMEHa-
musamu 2013 1. Tonpko 27eBaumsa cermeHTta ST
I Tuma (cBogyaToro Tura) ¢ BbicoToit cermeHTa ST
>2 mmMm (0,2 MB) B > 1 mpaBbIX I'pyIHBIX OTBEAEHUSIX
(V1—V3), pacrojioXXeHHBIX B YETBEPTOM, TPETheM

WM BTOPOM MeXpeOepbsix, CUMTACTCS JUarHOCTU-
yeckuM IipuzHakoM Cb. OrtanunTenbHO 0cOOeH-
HocTblo [IlaHxallcKOW TMarHOCTUYECKOM 1IKaJbI MO
cpaBHeHuo ¢ pykoBojactBoM HRS/EHRA/APHRS
SIBJISIETCS yeaoBUe 11s1 mocTaHoBKU Cb B Tex ciyya-
sIX, Korja 3ieBauus cerMmeHTa ST I Tuna HaOsona-
€TCST MCKITIOUMTENIBHO TIPY MCITOJIb30BaHNM OJIOKa-
TOPOB HaTpUEBBIX KaHaioB. B Takux ciaydyasx mist
nonrBepxkaeHus nuardo3a Cb, momumo DKI'-mpo-
SIBJICHU, TpeOyeTCsl HaIu4yue OIHOTO U3 CIEdylo-
X JOMOJHUTEIbHBIX KIMHUIYSCKUX KPHUTEPUEB:
nokyMeHTUpoBaHHble DX/momumopdHas KT,
apuTMoreHHbIii 0oMopok, BCC B cembe y U1l MO-
Joxe 45 JeT ¢ HeraTMBHBIM 3aKJIIOUCHUEM ayTO-
ncuu, bpyraga-narrepH cBOAYaTOro TUIA y YWIEHOB
CeMbH UJIM HOYHOE aroHaJIbHOE JbixaHue. MHaym-
pyeMmocth XKT/®XK omHUM WU OBYMSI 9KCTPACTH-
MyJiamu noaTBepxkaaetr auarHo3 Cb B JaHHBIX 00-
crogrenberBax [25]. [Ipu 3TOM HaMMEHBIINIT PUCK
HaOaonaeTcsl y OecCHMHKOMAAbHBIX MaleHTOB
C JieKapCcTBeHHO MHayuupoBaHHbIM DKI-marrep-
HoM I tuna (0,23%, 95% noBepuUTEIbHBIN MHTEPBA
(AN), 0,05—0,68 Tipu OTCYTCTBMM WHIYKIIMHU apUT-
MHUM OBYMs 3KcTpactuMyiaamu u 0,45%, 95% OU,
0,01-2,49 B ciayyae MHAYKIMM apUTMUM), a Hau-
0OoIBIINIT PUCK HAOIIOAETCs Y JIMII C 00MOpPOKaMU
n crioHtaHHbIiM DKTI'-mmarreprom | tuma (2,55%,
95% W, 1,58—3,89 mpu OTCYTCTBUU WHIYKLINU
aputmuu u 5,60%, 95% AU, 2,98—9,58 B ciayuae
WHIYKIIUY apUTMUN).

B cornacurensHom otuere lllanxaiickoro ¢opy-
Ma Takke ykaszaHo, uyro OKI-marrepunl Il Tuma
(cemnoBunnbiit) uau 111 TMna He MOryT 3aMEHUTH
crionTtaHHbIt DKI-matrepH I Tuma, ecam TOJBKO
OHM He TMpeodpa3zoBavCh B | TUN Iuxopankoi uin
BBEJIEHUEM OJOKATOPOB HATPMEBBIX KaHAJOB.
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Tab6nauuma 3

Juarnocruyeckue kputepun IIlanxaiickoii mKajbl 11 MOCTAHOBKH auarHo3a «cunapom bpyrama» (2016 r.)

Kpurepuit

bann

1. DnekTpokapauorpaduyeckue Kpurepuu (B 12 oTBeAeHUSIX/aMOyIaTOPHO):

A. Cnonrtanublii I Tun OKI-narrepHa bpyraga B ctaHIapTHBIX WM BICOKMX TTPABBIX TPYAHBIX OTBEACHUSIX. 3,5

B. UnayuuposanHsbiit tnxopaakoii I tum DKI-martepHa bpyrama B cTaHIapTHBIX MM BEICOKMX TTPABBIX

TPYAHBIX OTBEAECHUSX.

C. Il wam III Tunier DKTI-naTrepHa bpyrana, Kotopslii TpaHchopMupyeTcs B | THIT ¢ TOMOIIBIO

MPOBOLUPYIOIIUX (hapMaKoIpod

II. AnamHe3 3a00JieBaHMS:

A. HeoObsicHUMast ocTaHOBKA cep/ilia WM JOKYMEHTUPOBaHHAsT (QUOPUILISLIMS XKeJTyI0YKOB/TIoJUMOopdHast

JKEJTYIOYKOBask TaXUKapIaus.
B. HouHoe aroHanbHOeE IbIXaHUeE.
C. Ilomo3peHue Ha APUTMOT€HHOE CUHKOIIE.

D. CuHKoIMe HeSICHOTO MeXaHU3Ma/HesICHOI 3TUOJIOTUH.
E. Tpeneranue/bubpusuisiuys npeacepauii y mauyeHToB B Bo3pacte < 30 jieT 6e3 aJisTepHaTUBHOM

9THUOJIOTUN

— NN W

0,5

I11. CemeliHblil aHaMHE3:

A. PoiCTBEHHUKM MEPBOIl WJIK BTOPOU JIMHUU C YCTAaHOBJIEHHBIM ararHo3om Cb. 2

B. IMonospenue Ha BCC (1mxopanka, HOUHOM XapakTep, mpopolupytomiue Cb npemnapats)

Y pOACTBEHHUKOB HCpBOﬁ n BTOpOﬁ JIMHUM.

C. Heo0Onbsicnumass BCC y pocTBEeHHUKOB MEPBOIi MJIM BTOPOI JIMHUK B Bo3pacte < 45 jiet

C OTPULIATEJIBHOW ayTOTICUE

0,5

IV. Pe3ynbTatr reHeTU4eCcKOro TecTa:

A. Bo3MoxkHas maToreHHasi MyTalus reHa, npeapacnosnaraiouiero k Cb 0,5

I[Mpumeuanue. OneHka 1o mkaie (Tpedyercsi ooHapyxkeHrue MUHUMYM oigHoro DKI'-kputepusi): > 3,5 6ajija — BEpOSITHBIN/OTIpeIeeH-
Hblii Ch; 2—3 6ayina — Bo3MoxHbIii Ch; <2 6a1oB — OTCYTCTBUME AMAarHo3a (YYMTHIBAIOTCS cCaMble BBICOKME Oaslibl B KaXKI0i KaTeropuu).

JlekapcTBeHHO uMHAyuupoBaHHbIM DKI'-marTepH
I Tuna MoXxeT ObITh UCTIOAB30BaH IS TMATHOCTUKH
Cb TonbKO B TOM ciydyae, eclyd COIMPOBOXIACTCS
OIHMM U3 YKa3aHHBIX BbIllle KIMHUYECKUX KPUTE-
pueB.

bbuIo Takxke MOATBEPXKIEHO, UTO pa3MelleHUe
3JIEKTPOJIOB IS MPABbIX TPYJHbBIX OTBEIEHUI B 00-
Jiee BBICOKUX MO3ULMSIX (B TPETheM WJIM BTOPOM
Mexpedepbsx) Ha DKI' mokost uin mpu IpoBene-
HUU XOJTEPOBCKOIO MOHUTOPUPOBAHUSA IO 12 Ka-
HaJlaM noBbIIaeT yyBcTBUTEbHOCTH DKI. [ToaTo-
MY PEeKOMEHJIyeTCsl MPOBOAUTHL perucrpanuio SKI
B CTAHIAPTHBIX U BBICOKUX T'PYIHBIX MOJOXEHUSIX
g orBeaeHul V1 u V2. Urto kacaercsl oTBEnESHUS
V3, To Ha ocHoBaHMU n3ydeHus DKI 00Jib110ii KO-
ropthbl nanueHToB ¢ Cb, S. Richter et al. mpumu
K BBIBOJLY, UTO 3TO OTBEJCHUE HE IAET IMArHOCTHUYE-
ckoit mapopmarmn pu Cb [26].

OKcnepThl paboyeil TPyIIbl TaKXKe OTMETUIIN,
yto OKI Bpyrana I Tuna moxeT ObITh CIIPOBOLIMPO-
BaHa U Pa3MYHBIMU KJIMHUYECKUMU HapyLIEHUs -
MM Y COCTOSIHMSIMU, BKJIIOYas MILIEMUIO MUOKapaa,
MeTaboIMyecKrue HapylueHUs] U aHaTOMUYECKHe
OCOOEHHOCTU CTPOCHMUSI TPYIHOM KIIEeTKU (pectus
excavatum — BI1aJlasi UJIM BOPOHKOOOpa3Has rpy/ib).
Cnyyaun, korma OKI' HopManu3yeTcsl mocjie ycTpa-
HEHUSI NPUYMHBI, a IOCIENYIOIIAsl MPOBOLUPYIO-

masi (apmakosoruyeckasi mpoda He MHAYLMPYET
OKTI-nmarrepH | Thna u/WimM reHeTUYECKOE TECTU-
pOBaHUE OTPULIATENILHO, 3KCIHEPTHI MPEITOXUIN
ob0o3HauaTth Kak chydyau c¢eHokonuu Cb [27].
OO0ocHOBaHME 3TOU aJbTEPHATUBHOU TEPMMHOJIO-
MU 3aKJII0YAeTCsl B MOMBITKE OTJUYUTh 3TU Clydau
OT TUIMMYHLBIX ciiydaeB Cb, mocKobKy mpenmnoiara-
€TCsl, UYTO OHU HEe UMEIOT TeHETUYECKO 3TUOJIOTUMU,
HO UMeIOT 60Jiee 0JaronpusTHOE MPOTHOCTUYECKOE
3HaueHue. OJHAKO 3Ta HOMEHKJIaTypa OCTaeTcs
CIIOPHOM, MOCKOJIbKY BBIXOJ T€HOTUIHUPOBAHMUS
IS0 PEeIKWMX BapUMaHTOB TE€HOB, 3a WCKJIOYEHUEM
SCNSA, Ha JaHHBIE MOMEHT BeCbMa HU30K, YTO
OrpaHWYMBAET HAlIy CHOCOOHOCTb MCKJIIOYATh OC-
HOBHYIO T€HETUYECKYIO TTPEAPACTIONOXKEHHOCTbD.
HeobOxonumo 3aMeTuTh, 4TO Tipeajiaraemasi
Tanxaiickas mikana mis auarHoctuku Cb 6a3upy-
eTCsl Ha JIOCTYITHOM JIuTepaTtype U KIMHUYECKOM
ombiTe dKcnepToB padoueii rpynmnsl HRS/EHRA/
APHRS u SOLAECE. Illanxaiickas 1kajaa BKJIIO-
yaeT MepeMeHHbIE, OlleHKa KOTOPBIX OblJla OCHOBA-
Ha Ha BKCMEPTHOM MHEHUU, MOJYYEHHOM B XOJIEe
KOTOPTHBIX UCCIe0BaHUI, KOTOPbIE, KaK MPaBUJIO,
He BKJIIOYAIOT BCE MpEeACTaBJIEHHbIE TIEPEMEHHbIE.
Takum obGpazom, cTporve u 00beKTUBHO B3BEIIECH-
Hble KO3(pGUIMEHThI HE ObUIM IIOJYYEeHBI W3
pe3ybTaTOB KPYMHOMACIITAOHBIX HCCJIEIOBAaHUNA

21
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(hbakTOpOB pUCKa U UCXOIOB 3a00JieBaHMS. TeM He
MeHee MHorue BbIBoabl Illanxalickoil KoHgepeH-
UK OyIyT MOJIe3HbI IJ1s1 KIMHUYECKOTO UCMOJIb30-
BaHus y nanueHToB ¢ Cb. OgHako, Kak W Apyrue
pPEeKOMEHIAlMU, OHU TOJKHBI TTPOUTU MEPBUUHYIO
OIIEHKY W JaJIbHEHIIIYIO MMPOBEPKY B OYIYIIUX MC-
CJIeTOBAHUSIX.

Texymme moaxoapb! K cTpaTu(PUKANUHA PUCKA

Benenne maumenToB ¢ Cb 3aBucuT OT cTpaTu-
¢ukaunu pucka. B HacTosIIee Bpems oOIIeTTpUHS -
Tasi cTparerusi cTpatMduKaluyd prucka MalueHTOB
¢ Cb ocHoBaHa Ha BBISIBJIEHUM HECKOJIbKUX KIIMHU-
yecKuUX (hbaKTOPOB, CBSI3b KOTOPBIX C BBICOKMM
apUTMHUYECKNM PUCKOM y manueHToB ¢ Cb ObLia
JIOCTOBEPHO YCTAHOBJIEHA.

B peructpe FINGER, kpynHeiieir MmexayHa-
POIHOM KOTOpTe Ha CErOMHSIIHUMI JeHb, OLICHUBA-
JlIach POJib LIECTU TPEMTOKEHHBIX (haKTOPOB pUCKa
B TPOTHO3UPOBAHUU XKEJYTOUKOBBIX apUTMUYEC-
KX COOBITUIA: cuHKoITe, crtoHTaHHasa DKI I tuma,
noJji, cemeliHblii aHamHe3 BCC, uHIylMpyeMocTb
JKEJTyTOUYKOBBIX TAXUAPUTMUIA MPU 2J1eKTPOPr310-
JIOTUYECKOM HCCJIEIOBAaHUM W HaJIM4ue MyTaluu
SCNS5A [6]. Cunkorre n cniontanHas OKI' | tuna
ObUIM €IWHCTBEHHBIMM 3HAYMMBIMU TIPEAUKTOpPA-
Mu. Toabko 3Tu (hakTOpbl HEM3MEHHO MOATBEPXKIa-
10T CBOIO MPOTHOCTUYECKYIO 3HAYMMOCTb B JIPYTUX
HUCCJIeOBaHUSIX Ha TPOTSKEHUM MHorux jet [10,
12, 25, 28, 29].

OcHosbiBasich Ha BbiBojax peructpoB FINGER
n PRELUDE, a takxxe mJaHHBIX IJUTEIBHOTO Ha-
OstoaeHus 3a Koroptoil mauueHToB ¢ Cb, Texyiue
PYKOBOJICTBA peKOMEHIyI0T umriaHTauuio KB/
nauueHtam ¢ Cb co ciontanHoit OKI I Tuna u Be-
POSITHBIM apUTMUYECKUM 00OMOpokoM [5, 9]. Ecte-
CTBEHHO, UTO TallMEHTbl C MPEepBaHHON OCTaHOB-
KOl cepana u 1oKyMeHTUpoBaHHOI P2K oTHOCSTCS
K TpyIlIe caMOro BBICOKOTO pucKa W Hajjiexallee
npumeHenue KBJI y HuUX XXU3HEHHO HEOOXOAUMO.
Ha mannsbiii MomeHT moka3zanus K KBJI 3aBucsar
OT UMEIOLIMXCS KIMHUYECKUX (DPAKTOPOB pucCKa: oc-
TaHOBKa cepjlia WM JTOKYMEHTUPOBAHHAs CITOH-
tanHasg ycroiumBas KT (xmacc I, yposenp C),
cnoHTaHHbIt bpyrama-natrepH I tuma Ha BKIT
U anu30bl cuHkorie (kiacc I1a, yposens C), mojo-
KuteabHble pe3ynabratbl [IDC XemymoukoB (Kjacc
IIb, yposens C) [9].

IMamuenTsl ToNBKO ¢ bpyrama-narrepHom I Tuna
Ha OKI, BbI3BaHHBIM JIeKapCTBEHHBIMU MpernapaTa-
MM, U 0e3 KaKux-JIubo APYrux HeOJarompUsSITHBIX
MapKepoB MMEIOT KpaliHe HU3KWI ypOBEHb pUCKa
U1 00BIYHO HabOmogaTcs 0e3 aeyeHus [12].

IMTauueHTsl ¢ McTOpUEil OOMOpOKa HaXOISITCS
B IPOMEXKYTOYHOM pucke. X cTpaTudukauus puc-
Ka 3aBUCUT MPEXIE BCEro OT MperoaaraeMoi npu-
YUHBI TOTEPU CO3HAHUS (APUTMUUYECKON WU He-
apuTMHUUYecKoif). ¥ omgHoro u3 Tpex mnamueHToB Cb
MUaTHOCTUPYETCS TIOcie 3mm3oaa odomopoka [6].
YV Takux MauueHTOB PUCK apUTMMUYECKUX COOBITUM
BO BpeMsI HAOJIIOIEHUsI SIBJISIETCSI TTPOMEXKYTOUYHBIM:
B 4 paza BbIllIe, YeM PUCK M3HAYAIbHO O€CCUMITTOM-
HBIX TALIMEHTOB, HO B 4 pa3a HUXe, UeM Y MalyeH-
TOB ¢ ocTaHOBKOM cepaua [30]. Takoii mporHo3 npo-
MEXYTOUHOTO PUCKA MOXET OOBSCHATHCS TEM, YTO
MOMYJISILIMST TALIMEHTOB ¢ CUHKOMAJIbHBIMU COCTOSI-
HUSMU COCTOUT U3 2 pas3WyHbIX TPYIIL: NepBas —
C apUTMMUUYECKUM CUHKOIE U TUIOXMM ITPOTHO30M,
BTOpasi — C Ba3oBarajbHbIM CUHKOIIE U XOPOLIUM
nporHo3oM. Bo dpaHIty3cKoii cepuu, BKIOYaIOIIEH
57 cUHKOMAJIbHBIX MALMEHTOB C CUHKOIAJbHBIMU
cocrogHusaMu U Cb, cuHKomajibHOe COObITHE OLUIO
orpesesieHo (Ha OCHOBE KJIMHUYECKOTO MpOsIBIe-
HUSI) KaK <«BEPOSITHO apUTMUYECKOE», «BEPOSITHO
Ba3oBarajibHOe» WU «OOMOPOK HESICHOTO TeHe3a»
y 40, 30 1 30% maumeHTOB cooTBeTCTBeHHO. DK BO
BpeMsl HabOJoneHus pa3Buiach y 22% MalMeHTOB
C TpeanosaraéMbIM apUTMUYECKUM OOMOPOKOM,
HO HM Y OJHOIO TallMeHTa W3 IBYX OPYIMX TPYIII
sm3onsl @K ormeueHb! He ObuH [31]. AHamOTHMY-
HO B TOJIJIAaHJACKOM MWCCJIEIOBAHUM, BKJIIOYaBILIEM
118 manpeHToOB ¢ OOMOPOKOM, y 12% u3 Tex, KTo
MPEANoJIOXKUTEIbHO UMEJ apUTMUUYECKUil 0OMO-
pok, pazBwiach ®XK B TeueHue 4,5 roma HaOmoA€E-
HUsI, HO HU Y OJHOTO O0JbHOTO C «<HEApUTMUYECKUM
oomopokoM» DK ormeueHo He ObuIO [32]. DTH HUC-
cJieIoBaHUsl TOAYEPKMBAIOT BaKHOCTh cbOopa To-
JIPOOHOTO KJIMHUYECKOTOo aHaMHe3a Ha MOMEHT 00-
MOpOKa, yKa3blBasg Ha TO, YTO MPOJAPOMBbI C 3aTyMa-
HEHHbIM 3peHUEM Tpe/noJjaraloT HeapuTMUYECKU I
00MOpPOK, a aHOMaJbHOE JIbIXaHWE YKa3bIBAET Ha
apuUTMUYECKUil OOMOpOK, TOoraa Kak HeaepKaHue
MOYM WJIY cepaliedreHne MeHee crnennguyunsl [33].

Takum oOpa3oMm, B HacTOSIIEe BPEMsI TOJBKO
CUMIITOMBI (BKJIOYasi apUTMUUYECKUA OOMOPOK
M OCTAHOBKY cep/lia) U crioHTaHHas Mojaeab DKI
Bbpyrana I Tumna HecyT 3HaUUTEJIbHO OOJiee BLICOKUIA
puck KA u BCC y nauuenrtos ¢ Cb.

K coxaneHuto, B OTCyTCTBUE KIMHUYECKUX MPO-
SIBJIEHUI (OCTAaHOBKA cepllla B aHaMHe3e, AOKY-
MeHTUpoBaHHBIe 313046l 2KT /DK nnu cuHkore)
o0lIenpuHsTasE OlleHKa apUTMUYECKOro pHcKa
y naneHToB ¢ Cb HegocTymHa, a IIoKa3aHUsI K UM-
iantauuu KB/ octatorcst HesicHeimu. CrenoBa-
TeJIbHO, HEOOXOMMMbI CpPeACTBa IS CTpaTugUKa-
LIMY pUcKa 0eCCUMOTOMHBIX nauueHToB ¢ Ch.
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DT0 0cCOOEHHO BaXKHO, MOCKOJIbKY Ha Kaxbie 10
nauueHToB ¢ Cb, crpamarommux oOMopokoMm, 8 Oy-
JIyT AWArHOCTUPOBAHBI TOJIBKO MOCJIE€ OCTaHOBKU
cepaua [34]. 9To cooTHOLIEHUE CMEPTEJIbHBIX U HE-
JIeTaJbHBIX cOObITUM 8:10 cpeau CUMIITOMHBIX Ta-
meHToB ¢ Cb mopa3uTenbHO BEIIIE, YeM COOTHO-
IIEHWEe CMEePTEJbHbIX M HEJeTaIbHBIX COOBITUI
8:60, 3apercTpupoBaHHOE CPEAU CUMITOMHBIX T1a-
LIMEHTOB C CHUHAPOMOM YIJIMHEHHOIO0 WMHTepBaJa
Q-T [35].

Takum oO6pa3oM, XOTSI MBI IO CUX IIOP HE 3HaeM,
KakKoil MpolLIeHT MmaiueHToB, ponusiuuxcs ¢ Cb,
KOT/Ia-JIM00 OyIeT MMETh CIIOHTaHHBIE apUTMUU,
MBI 3HaeM, 4TO y TeX, Y KOrO apuTMUU Pa30BbIOTCS,
MepBbIM KJIMHUYECKUM COOBITHEM, CKOpee BCEro,
CTaHeT OCTaHOBKa cep/iia. Takoit puck TpeOyeT ar-
PECCUBHOTO TMOAX0Aa K 06CCUMITOMHBIM TalleH-
tam ¢ Cb [36]. B To Xe BpeMs IMpOKOe MpUMEHE-
Hue uMmruiaHtTupyeMmbix KB/l ¢ 1eapio nepBUYHOM
npoduinakTuku BCC Bckope cBs3au ¢ HETOMyCTU -
MO BBICOKHM YPOBHEM OCJIOXHEHUI Cpemu MOJIO-
npix mauueHToB ¢ Cb [37, 38]. [TocnenHee HaOIII0-
nIeHue mokasaio, yro mMmiutaHnTanus KB/l cBs3ana
C PUCKOM OCJIOXXHEHHUI B TeUeHUE BCEH KMU3HU IO
45% |4]. Jonrocpounbie ocnoxHenust KB/l Bkiio-
YaloT HEYMECTHbIE IIOKU, WHMEKIIMI0, TpaBMy
1 HEMCIPaBHOCTb YCTPONCTBA, KOTOPbIE MOTYT 3HA-
YUTENBHO YBEJMIUTDL HATPYy3Ky Ha 3MOPOBBE IMaIlH-
€HTa U CHU3UTh KauyecTBO Xu3HU. [ToaTomMy K pe-
1meHuIo o repBuaHoi npodunakruke BCC cnemyer
OTHOCUTBCSI OCTOPOXKHO.

BrilieckazaHHOe OOBSICHSIET, MOYEMY BBISIBIIE-
HUe (paKTOPOB, CIIOCOOHBIX MpelncKa3aTh PUCK
pasButust 2KA u BCC npu CBb, B nocieaHue rojabl
OoKa3bIBaeTCsI B (POKyce MCCaeq0BaTeIbCKOTO
BHUMAaHMUSI.

IIpeauKTOpPBI apUTMHIECKOTO PHUCKA

Paznmmunabie KITMHNYECKNE 0COOEHHOCTH, BKITIO-
yas BO3pacT, noJj, cemeiHblii anamHe3 BCC u pe-
3yJbTaThl T€HOTUINTUPOBAHUSI, AaHOMAJIUU JEMOJIsI-
pU3alUM M PETosIpu3allii, OLEHUBATUCH CPEIU
nauueHToB ¢ Cb B momnbITKe WASHTU(PUIIMPOBATDH
OOJILHBIX C TIOBBIIIIEHHBIM PUCKOM Pa3BUTHS 3JT0Ka-
YECTBEHHbBIX apUTMUUYECKUX COOBITUI (TalII. 4).

HakamiuBatomnecsi JaHHbIE CBUIETEJIbCTBYET
0 TOM, YTO beccuMnToMHbIe naueHTsl ¢ Cb B B03-
pacte crapire 60 jer m ocobeHHO Te, KoMy 3a 70,
MMEIOT 0YeHb HM3KYIO0 YacCTOTy apUTMUYECKUX CO-
ObITHI, a 3TO 03HayaeT, yTo Tepanus KB/l B aToit
TTOATPYIIIIe TOXWIBIX TMAlMeHTOB HyXXHa KpaifHe
peako [42]. Xorsa Cb nipeBanupyeT cpeau JIUL MyXK-
CKOTO M0Jia, BO3MOXHO, BTOPUYHO MO OTHOIIEHUIO

K BJIMSTHUIO TECTOCTEPOHA Ha TOK [to, CHMKeHHBIN
PUCK apUTMUUYECKUX COOBITUI Y XKEHIIUH eIle He
ObUT YETKO YCTAHOBJIEH [6].

AHaNIOrMYHO  TIOJIOXUTEIbHBIA  CEMEMHBIN
aHamMHe3 BCC 1o cux mop He JokKaszal CBOEro He-
0JIaTOIIPUSITHOTO IIPOTHOCTHUYECKOTO 3HA4YeHMUS.
B wnccnenoBanum S.G. Priori ceMeitHblii aHamMHe3
BHE3aITHON CMEpTH WMeJI YyBCTBUTEIBHOCTD 22%
U crieltuUIHOCTh 65%, a HaTMYue MyTalluy — YyB-
CTBUTENbHOCTD 32% u cneuududHocts 57% [10].
Opnako B ucciaegoBanum S. Kamakura cemeitHbiit
aHaMHe3 BHE3aITHOW CMepTU ObLI MPEeaIuKTOPOM
apUTMMYECKMNX COOBITUI (OTHOILIEHUE PUCKOB 3,28;
95% OU 1,42—7,6) npu MHOTO(aKTOPHOM aHAJIN3e
[40]. XoTs mojydyeHbl MTPOTUBOPEUYMBBIE Pe3yJibTa-
Thl, HA CETOAHSIIHUI IeHb HET YOeaUTEIbHbBIX 10-
Ka3aTeJIbCTB TOTO, YTO MOJOXUTEIbHbBIN CEMENHBIN
anamHe3 BCC MoXeT CIyXUTh HaAeKHBIM ITPEINK-
TOPOM apUTMUYECKUX COOBITHIA [6].

ITockonbky Cb siBisieTcs TeHETUYECKUM 3a00-
JIeBaHMEM, Bpauu, KaK IpaBujIo, IIpUaaIoT O0JIbIIIOE
3HaUYE€HUE TeHETUYECKUM TecTaM U OTMeYaloT UX
BaXXHOCTb B cTparugukauuu pucka [43]. OmHako
JlaHHbIe HeOAHO3HaYHbl. KpyIiHbIE peecTpbl HEe 00-
HapyXWJId CBSI3UM MEXIYy CeMEHHBIM aHaMHE30M
BCC wim myranusmu B reHe SCNSA ¢ pucKoM pas-
putusg ©XK [6, 40, 44].

ITockonbKy MyTalMy IIUPOKO BapbUPYIOTCS
B 3aBUCHMOCTH OT UX BJUSIHUSI HA CEPIEYHBIN TOK
HaTpusi, ObLIO OBl YIIPOIIEHUEM OXUAATh, UTO MY-
TallMM TOYHO MpeackKaxyT puck. OgHo ucciaeaona-
HUE MPOJEMOHCTPUPOBAJIO, UTO MALIMEHTHI C MyTa-
LUSIMU YCEUYEHUS, KOTOphle MPUBOAST K OTMEHE
HaATPUEBOIo ToOKa, 0oJjiee CKJIOHHBI K Pa3BUTUIO
CUMIITOMOB, Y€M ITallMeHTHl ¢ MUCCEHC-MYTallMsI-
MU C MEHBIIUM BO3ICHCTBMEM Ha HAaTPUEBBINA TOK
[45]. B npyrom ucciienoBaHUM HaJWuue MyTalluu
B reHe SCNS5A koppenaupoBajo ¢ ucropuein ®XK
MpU OJHOMEPHOM, HO HE MHOTOMEPHOM aHaJln3e
[46].

B Haieit cepun HaOIIOAEHUI Mbl HE BBISIBUIN
TeHAEPHBIX M AeMorpa¢puuecKnux OCOOCHHOCTEM
W TIPUHIMITMATBHBIX KIIMHUYECKUX PA3 MU B Te-
YyeHUU 3a00J1eBaHUSI MEXIY F€HOTUI-MOJIOXKUTE b~
HBIMUA U T€HOTUM-OTPULIATEIbHBIMU TIALIUEHTAMMU.
MHTepecHO, YTO Ha HOCUTENeil MyTalluii B TeHe
SCNS5A ykaspiBanu Hekotopble DKI-ocobeHHOC-
THU, TaKME KaK yBeJIWYECHUE MWHTEPBAJIOB MPOBOAM-
moctu Ha DKI mnokost (PQ u QRS) u yBennuenue
uHtepBaioB AH 1 HV, mo naHHbIM 351eKTpodU310-
jjornyeckoro ucciaenpopanust (D®U). Dtu pesyib-
TaThl COBIIAJAIOT C HaOJIOJaeMoil pealu3alnueit
MyTallMii HaTPUEBBIX KaHaJIOB IO TUIMY MOTEpU

e 1
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Ta6bnuma 4

HccaenoBanus, onieHABAOIe MPOrHOCTHYECKHE (DAKTOPHI BOSHUKHOBEHUSI
XKeymoukoBoii apurvun u/mm BCC Bo Bpems Ha010ieHHd 32 ManMeHTaMu ¢ cuHApoMoM Bpyrama

Tepserit aBTop, [MporHocTrueckuii pakTop OP (95% AN) p Tocnexyromee
TOJI MCCIIeOBAHUS HaOJoIeHNe, MeC
Probst V., 2010 [6] CuHKoIIe 3,4 (1,6-7,4) 0,002 31,9 [14,0; 54,41
CnontanHas KT I tuna 1,8 (1,03—3,33) 0,04 —
Myzxckoit o N/S — —
Hammune SCNSA-MyTanmm N/S — —
Cewmeiinag ucropust BCC N/S — -
[MonoxutenpHas [1BC N/S - —
Priori S.G., 2013 [5] Cnontannas OKI | Tuna 4,20 (1,38—12,79) 0,012 36+8™
®parmenTarus QRS 4,94 (1,54—15,8) 0,007 -
VRP <200 mc 3,91 (1,03—-12,79) 0,045 —
[MonoxutenpHas [IOC N/S - —
Sroubek J., 2016 [25] [MonoxutensHas [IBC 2,66 (1,44—4,92) <0,001 38 [20,9; 60,3]
Sieira J., 2017 [29] Cunkore 3,7 (1,6-8,6) <0,01 80,7+57,2
Cnonrannag DKI' I tuna 2,7 (1,3-5,4) <0,01 —
MyXcKoit 1o 2,7 (1,2—6,2) 0,02 —
Huchynkumst CITY 5,0 (1,5-16,3) <0,01 —
IMonoxwurenbHas [1DC 4,7 (2,2—-10,2) <0,01 -
Cratyc nipobaHaa 2,1 (1,0—-4.2) 0,04 —
ITponomxkureasHocTh QRS > 120 mc 1,03 (1,01—1,04) <0,01 —
Cewmeiinas ucropust BCC N/S — —
Calé L., 2016 [39] [TarTepH S-BOJHBI B OTBeAeHNU 1 39,1 (5,34-287,10) | <0,0001 48 +38.6
Hammaue ®I1 3,70 (1,59-8,73) 0,0024 —
Myzxckoit o N/S — —
Cewmeitnas ucropust BCC N/S — —
brnokana I crenenu N/S — —
ITponomkureasHocTh QTc N/S — —
Pannssa penonsipuzanus N/S — —
[TpucyTrcTBUE MCUITIOH-BOJHBI N/S — -
®dparmenTtanns QRS N/S - -
IMponomkurenbHOCTh QRS > 120 Mc N/S - -
Hannune SCNSA-myTanus N/S - —
[MonoxutenpHas [I1DC N/S - —
Kamakura S., 2009 [40] | Cemeitnast uctopusi BCC 3,28 (1,42—7,60) 0,005 48,7+ 14,9
Pannsist penosisipu3anust 2,66 (1,06—6,71) 0,03 —
CnionranHas KT I tuna N/S — —
[MonoxutenpHas [1DC N/S - —
Tokioka K., 2014 [41] Cunkore 28,57 (6,14—142,86) | <0,001 45,1443
®parmenTanust QRS 5,21 (1,69—16,13) 0,004 —
PaHHsis1 penosisipusanus 2,87 (1,16—7,14) 0,023 —

[Mpumeuvanue: BCC — BHe3amHas cepreuHas cmepth; IV — noBeputenbHblil mHTepBat; OP — otHomeHue puckos; [1DC — mporpamMmu-
pyeMast aiekTpoctumysinus cepaua; CITY — cunycHo-npencepanbiii yzen; ®I1 — dubpumsiius npencepanii; DKI — anekTpokaparorpam-
Ma; VRP — pedpaxrepHbrii mepuon xxenynoukos (ventricular refractory period); N/S — HemoctaTouHo naHHbIX (not sufficient).

*JlaHHBIE TTPEACTAaBICHBI B BUIE MEIMAaHbl U MHTEPKBAPTUIBHOTO Arana3ona — Me [25; 75%)].
** [lanHble npeacTasieHsl B Buge M+ SD, tne M — cpeanee 3HayeHne, SD — cTaHIapTHOE OTKJIOHEHUE.

¢ynkimu [47]. Mbl TakKe OLIEHWIM CIIEKTP KIMHU-
YeCKUX TMPOSIBICHUI cpeaun 25 MauueHTOB, UMEo-
mwux Mytaiuu B reHe SCNSA. Hecmotps Ha 006-
Uit onopusnyeckuit (peHOTUN MyTaluii ¢ moTe-
peit dyHKMKM, npoOaHabl, U3 HUX OOJBIIMHCTBO
MYXUYMH, TPEICTABWIU PA3JIUYHYIO CTENEeHb BbI-
paxkeHHOcTU cuMnToMOB Cb — OT 6eCCUMITTOMHO-

IO HOCUTEJILCTBA 10 PELMANBUPYIOIINX 0OMOPOKOB
Hapsily C MOpPOrpecCMBHBIMU JedeKTaMUu Ipo-
BOAMMOCTH ¥ CUHIPOMOM CJIa0OCTH CUHYCHOTO y3-
na [48].

Hakonel, BaxkHO TIOMHUTBH, YTO MYTaIldu
SCNS5A obHapyKUBaIOTCS TOIABKO Y 25—30% maru-
eHToB ¢ Cb [5]. Ipyrue reHbl Takxke cBsizaHbl ¢ Cb,
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HO IaHHBIe 00 WX 3HAYEHWU U CTpaTUdUKAIIAN
pyUCcKa OTCYTCTBYIOT.

B pesynbrate Hanmuue mytanuu SCNSA u ce-
MeiHbIi aHamHe3 BCC ocTatoTcs JOMOJHUTENb-
HbIMU (haKTOpaMu, poJib KOTOPHIX B CTpaTU(UKa-
i prcka y nmamreHToB ¢ Cb ocraercsa Heompene-
JICHHOM.

[MTonoxurenbHbie pe3ynbraTel [1DC gBasior-
CJ XOPOIIMM TPUMEPOM TPOTHBOPEUYMBLIX TOKa-
3aTEJIbCTB, TaK KaK ObLIO MOKA3aHO, YTO OHU SIBJISI-
10TCsI CIbHBIM ITpenukTopoM KA nipu Cb B Heko-
TOPBIX MccaemoBaHusx [25, 29], B To BpeMsl Kak
B IPYTUX OHW HE WTPaIM HUKAKOW POJIU B CTpaTH-
dukauuu pucka Cb [12, 16, 39]. [Tocneanue maH-
Hele u3 peectpa FINGER noanepxuBatot rumnore-
3y, UTO TIOJIOXKUTEIbHBIC Pe3yIbTaThl, TTOTyYeHHBIC
MpU HAHECEeHUU A0 JIBYX BKCTPACTUMYJOB, MOTYT
WMETh ITPOTHOCTUYECKOEe 3HAYCHNE, a OTPUIIATEITh-
HblE Pe3YJbTaThl UCCIEIOBAHMUSI UMEIOT BBICOKYIO
OTpULIATEIbHYIO TTPOTHOCTUYECKYIO LIEHHOCTD [25].
B peructpe FINGER Ttakue dakTopsl pucka, Kak
noJji, cemeliHblii aHamHe3 BCC, uHIylMpyeMocThb
XT/DX Bo Bpems [1DC u Hammumne MyTaluu B Te-
He SCNSA, He ObUIM NPU3HAHBI NPEIUKTOPAMU
APUTMUYECKUX COOBITHUIA.

B HacTos1116€ BpeMsI BOITPOC O TOM, SIBJISIIOTCS T€
WIM Jpyrue KIMHUYeckue (hakTophl JYYIIMMU Tpe-
JUKTOPaMU WIN CIIOCOOCTBYIOT 00Jiee TOUHOM CTpa-
TU(UKALMU PUCKa, TTPEXkKIe YeM pa3oBbeTCs JTH000e
APUTMUYECKOE COOBITHE, BCE €Il OCTaeTCs TIpeid-
MeTOM IMcKyccuil. HaxaruuBarouiuecsi maHHbIe
MOTYT CHOBa IIOMEHSITb HallMd TMpeacTaBIeHUs
o (akTopax pucka. M peiicTBUTEIbHO, HEIaBHEe
uccienoanue SABRUS (Survey on Arrhythmic
Events in BRUgada Syndrome), B koTopoMm crieiu-
TbHO CPaBHMBAIUCH MPOMUWIM MALMEHTOB C Jie-
TaTbHBIMA apUTMHYECKUMH COOBITUSAMU, TTOKa3a-
710, 4T0 TOJBKO 75% manumentoB ¢ CB, y KoTopbIx
nepBoe apUTMUYECKOE COOBbITUE PErUCTPHUPOBAIOCH
Tocjie TOyYeHMST TTPOMMIAKTUISCKOM MMITJIaHTa-
i KBJI, cooTBeTcTBOBasIO MokazaHusM I kimacca
1711 umrutantauuy KB/, ycraHOBIEHHBIM 3KCIIEpT-
HbIM cormameHueM HRS/EHRA/APHRS B 2013 1.,
TOT/Ia KaK OCTaJIbHbIe 25% TTallneHTOB UM HE COOT-
BercTBOoBaIu [49]. IIpu 3TOM B Ipyririe NalueHTOB
¢ nepBuyHoil mpodunaktukoit BCC ormMeuanach
OoJiee BbIcOKas yacTora cemeitHoro anHamHe3a BCC
U HocuTenabcTBa MyTauii SCNSA 1o cpaBHEHUIO
C TPYIITIOI TAalIMeHTOB, B KOTOPOil OBIJIa OCTAHOBKA
cepnua o uMmriantauuu KBJI.

O4yeBUIHO, UTO MOCTOSIHHAS MepeolieHKa (haKTo-
pOB pHuCKa, KOTOPbIe MBI MCIOJb3YeM UISI CTPaTH-
(pukanuu pucka rpu Cb, siBasieTcst 00s13aTeIbHOIM.

JakimouyeHune

B manHoMm 0030pe chmellaHa MOIBITKA IIPEACTa-
BUTh HCYEPIIbIBAIOIIME JaHHBIC TOCJIEIHUX JIeT
0 Mporpecce B JMarHOCTUKE U CTpaTU(UKALINN PU-
CcKa apUTMUYECKUX COObITUI cpean 0obHbIX ¢ Ch.
Bo3HMKIM HOBBIE TIPEICTaBISHUS O JUAarHOCTUYEC-
KUX KPUTEPUSIX M 3HAYMMOCTHU IMPOBOKAIIMOHHBIX
TECTOB.

B nacrosiee Bpemst nmmiantauus KB/l pexo-
MEHAyeTCsl TMaldeHTaM, IepPeXKUBIIUM OCTAHOBKY
cepaua, a Takxke 00JbHBIM ¢ Cb cO crTOHTaHHBIM
tuniom DKI' I Tuna u cuHkore. 9ta peKoMeHaaLus
OCHOBaHa Ha HECKOJIbKUX MCCJIEIOBAHMSIX, KOTO-
pble MIPOJEMOHCTPUPOBAIM 00Jiee BHICOKUIT PUCK
APUTMUYECKUX COOBITMI y TaKMX IMallMeHTOB IO
CpaBHEHUIO ¢ OOJbHBIMU 0€3 3TUX ABYX (DaKTOPOB.
K coxanenuto, oOIenpuHsTas CTpaTerus cTpaTh-
¢ukanym pucka y namueHtoB ¢ Cb B orcyrcTBUe
APUTMOTEHHBIX COOBITUI HETOCTYITHA.

HecMoTps Ha mocienHue BakKHbIE YTOUHEHMS
no aguarHoctuke Cb, mpemnoxennsle Ha [llanxaii-
cKoil KoH(epeHUMHU, BeaeHue mnauueHToB ¢ Cb
B OTCYTCTBME JOKYMEHTHPOBaHHLIX 3nn3010B MK
WIN OCTAaHOBKM Ceplia B aHaMHE3e IT0-IIPeXHEeMY
OCTaeTcsl HepellleHHON MmpoOJeMoii, a TMoKa3aHUs
K umiianTanuy KBJI HesicHbIMI, 0COO€HHO B KOH-
TeKCTe cmoHTaHHOro bpyrama-narrepHa I tura Ha
DKI moxos.

DTO 00BSICHSIET OTPOMHBIN MHTEpPEeC K OOHOBJIE-
HUIO JMarHOCTUMYECKMX KPUTEpHEB 3a00JIeBaHUS
U BBISIBIICHUIO HOBBIX MAapKepoB CTpaTU(UKALIUU
pucka y nauueHToB ¢ Cb.

B kauecTtBe IpeauKTOPOB pHUCKA MpPemIaraJnch
TakMe KJIMHUYEeCKUe (DaKTOphl, KAK MY>KCKOM IOJI,
Bo3pacT 10 35 jet, ceMmelinblii aHamHe3 BCC u no-
JIOXKUTENIbHBIE Pe3yJIbTaThl T€HOTUIIUPOBAHMUSI.
M xoTs mojydyeHbl MPOTUBOPEUYUBBLIE PE3YJIBTaThI,
Ha CErONHSIIIHUI JeHb HET YOeAUTEIbHBIX JOKA3a-
TEJILCTB TOMY, UYTO ceMeliHblii aHamHe3 BCC u no-
JIOKUTEIbHBIE Pe3yJIbTaThl TeHOTUITMPOBAHUS MO-
TYT CIIY>KUTh HAJIEXKHBIMU MPEIUKTOPAMU apUTMMU-
YEeCKMX COOBITUM.

Takum o6pa3oM, (aKTOPLI, CBSI3aHHBIE C TTOBHI-
meHHbIM prckoM KA 1 BCC npu CBb, 1o cux nop
ocTaloTcsl MpeaMeToM AucKyccuii. BeposiTHee Bce-
ro, 3TO OOBSICHSIETCS TEM, YTO YacToTa COOBITHIA
HU3Kasl, a TIepBLIM IIPOsIBJICHUEM 3a00JIeBaHUS Ya-
CTO SIBJISIETCSI OCTAHOBKA cepaua. JIononHuTeNbHbIE
KCCIeI0BaHUSI HEOOXOAMMBbI JJISI TaJIbHEIHIIIeTO BbI-
SICHEHUST KIIMHUYECKIX OCOOEHHOCTEI 3TOTO CIIOXK-
HOro 3a0oJieBaHUS 1 JUISI BBIPAaOOTKM HOBBIX AUa-
THOCTUYECKUX IOIXOIOB.
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