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CHH/IPOM BPYTALIA
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PE3IOME. C momenTa mepBoro onucanus cuaapoma bpyrama B 1992 roay HOCTUTHYT 3Ha-
YUTENBHBIH MPOTrpecc B TIOHUMAHUHU OCHOBHBIX MEXaHHM3MOB pa3BUTHs 3a00JEeBaHUS, B CTpa-
TU(UKAIMY PUCKA BHE3AIIHOM CEpACUHON CMEPTH U JKEIYJOYKOBBIX apUTMHUM y MALIMEHTOB C
cuaapomoM bpyrana (Cb). Cugpom bpyrama — 3To HacieacTBEeHHBIH KIMHUKO-3JICKTPOKap-
quorpapuueckiii apuTMUUYECKUN CHHIPOM, XapaKTepU3YIOLUINICS BHICOKUM PHCKOM Pa3BUTHS
JKETYJIOUKOBBIX apUTMHUM, KOTOpBIE, COTJIACHO COBPEMEHHBIM JaHHBIM, SBISIOTCS MPUUMHON
BHE3aIHOU cepaednoit cmepTu B 4—12% Bcex ciaydaeB BHe3amHOW cMepTH. OlieHKa UCTUHHOMN
pacnpocTtpaneHHOCTH Cb B momysiquu ocIoXHSAETCS YaCThIM OECCUMIITOMHBIM TEUCHUEM JaH-
HOro cuHJpomMa. Tem He MeHee oHa cocTaisieT okoio 0,5 Ha 1000 yenoBek, ¢ HaunbobINEH pac-
npocTpaHeHHOCThIO B FOro-BocTounoit Asuu. Y myxuun Cb BcTpedaetcs B 8—10 pa3 gaiie uem
y xeHmuH. [Ipu mpoBeneHnn snekTpokapauorpadun y nanueaToB ¢ Cb, HabmromaeTcs xapak-
tepHast OKI-kapTuna: sneBauus cermenTa S7 B IpaBbIX TPYAHBIX OTBEACHUIX. B ocHOBE 31eBa-
nuu cermenta ST nexat pazinyHble MaToPU3N0IorHueckue MexaHnu3Mbl. CTpaTuQUKALUs pUCKa
Pa3BUTHS KEITYIOUKOBBIX apUTMHIl U BHE3AITHOW cepieyHoi cmepTu y nanueHtoB ¢ Cb umeer
pelaroliee 3HaueHue, IOCKOJIbKY OT Hee 3aBUCUT TaKTUKa JIedeHus nanueHTta. Crennduyeckoro
JeueHus 3a00JIeBaHUS HE CYIIECTBYET, IPUMEHAIOT MEAUKAMEHTO3HYIO (AHTHAPUTMUUYECKYIO)
TEpamnuio, MIPOBOAAT UMIIAHTALUIO KapAHOBepTep-1ehuOPUIIIATOPOB, TAKKE BOSMOKHO MTPOBE-
JIEHUE paaruodyacTOTHON abIIsIIIuu.

KJIFOUEBBIE CJIOBA: cunnpom bpyrazna; BHe3anHas cepiedHasi CMEPTh; UMIIaHTHPYEMbIe
KaparoBepTep-nepuOpUIIsATOPHI.
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SUMMARY. Since the first description of Brugada syndrome in 1992, significant progress
has been made in understanding the key mechanisms of the disease, as well as in the diagnosis
and stratification of the risk of sudden cardiac death and ventricular arrhythmias in patients
with Brugada syndrome (SB). Brugada syndrome is a hereditary clinical-electrocardiographic
arrhythmic syndrome characterized by a high risk of developing ventricular arrhythmias, which,
according to modern data, are the cause of sudden cardiac death in 4—12% of all sudden death
cases. Assessment of the real prevalence of SB in the population is complicated by the frequent
asymptomatic course of this syndrome. However, it is about 0.5 per 1000 people, with the highest
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prevalence in Southeast Asia. In men, SB occurs 8—10 times more often than in women. When
conducting electrocardiography in patients with SB, a characteristic ECG pattern is observed:
ST segment elevation in the right chest leads. Various pathophysiological mechanisms underlie
ST segment elevation. Risk stratification of ventricular arrhythmias and sudden cardiac death in
patients with SB is critical, as it affects the patient’s management. There is no specific treatment
for the disease, drug (antiarrhythmic) therapy is used, implantation of cardioverter defibrillators
is performed, and radiofrequency ablation is also possible.

KEY WORDS: Brugada syndrome; sudden cardiac death; implantable cardioverter defibrillator.

BBEQEHUE

Cuzapom bpyranma — 3T0 HacleICTBEHHBIHM
KJIMHAKO-3JIEKTPOKapAuOrpapuaecKuit apuT-
MHYECKHH  CHHIPOM,  XapaKTepU3YIOIIUHCS

noabeMoM cerMeHTa ST B TpaBbIX MNpeKapu-
ampHBIX OoTBeAeHUAX (V,—V;) ¢ MmociemyonuMm
Pa3BUTHEM KU3HEYTPOXKAIOMINX KETYTOYKOBBIX
apUTMHI, KOTOpbIE MPHUBOIAAT K TOBBIIICHUIO
pHCKa pa3sBUTHS BHE3AIIHOM CEPIEYHON cMepTH
(BCC), npu oTcyTCTBUH TPYOBIX CTPYKTYPHBIX
3a6omeBanuii cepaua [22]. CornacHo cOBpeMeH-
HBIM JaHHBIM, cuHApoM Cb sBisieTcst npuYnHO
paszsutus BCC B 4-12% Bcex ciyyaeB BHe3arl-
Holl cmeptu U B 20% cmepTell y HalueHToB co
CTPYKTYPHO HOpMaJbHbIM cepaueM [6, 19].
Bnepssie Cb 6bu1 ontucan B 1992 rony nBymst
ucnaHckumu kapauojoramu Ileapo m Jlxo3e-
¢bom bpyraga. B noxmaae roBopuiocs o 8 mamm-
eHTax, KOTophle ObTH peanumMupoBansl oT BCC,
BBI3BAaHHOU (hUOPIILIIAIINEH KeTyqOoIKOB. ¥ BCex
OO0JbHBIX HaOMIONAJNICS XapaKTepHBIH TOIbEM
cermenra ST Ha anexTpokapauorpamme (OKI)
B IIPaBBIX TPYJHBIX OTBEICHUSIX IIPH OTCYTCTBUH
CTPYKTYpHBIX 3a0oneBanuii cepaua [11]. 3abo-
JeBaHHE ObUIO OMHMCAHO KaK KJIMHUKO-DIEKTPO-
Kapauorpaguueckuii CUMITOMOKOMIUIEKC, Mpo-
SIBJISTFOTIHAIACS «OJIOKaION TPaBOH HOXKKH ITy4Ka
T'uca, croiikoi sieBanmert cermenra ST OKI u
cuaipomoM BCC», u tonapko B 1996 rony nan-
HBIH CHHIPOM BIiepBhIie ObuT Ha3BaH Cb [12].

JMUAEMUONOruA

CI10’KHO OTICHUTh UCTUHHYIO PacpoCTpaHeH-
HocTh Cb B momynsiiuu, MocKoIbKy HEM3BECTHO
TOYHOE YHCJIO OECCHMIITOMHBIX TMAalEeHTOB, a
TaK)ke BCIIEJICTBHE TOTO, YTO XapaKTEepPHBIA IS
Cb OKI -mmarrepH MOXXET BPEMEHHO HOPMaJIN30-
BaThCS WM UMETh CKPBITOE TeUeHHE. TeM He Me-
Hee yacTota BcTpedaemocTu Cb cocTaBisieT oko-
70 0,5 ma 1000 genosek [26]. Haubonee mmpoko
Cb pacnpoctpanen B FOro-Boctounoit Asumu, a
caMasi BbICOKasi 4acTOTa BCTPEYaeMOCTH HaOIIo-
naercs B Tamnange — 6,8 Ha 1000 yenoBek, 4To
npuMepHo B 14 pa3 Bbllle 00LIEMHPOBOM pac-

npoctpaneHHocTH [38]. Beuto 0OHapykeHO, 4TO
Cb y myxuuH BcTpeuaercs B 8—10 pa3 yamre,
9YeM Y JKEHIIWH, YTO CBS3BIBAIOT C BO3MOXKHBIM
BIUSTHUEM TOPMOHOB Ha Pa3BUTHE JIAHHOTO CHH-
npoma [13]. UccnenoBanne A. Milman u coaBT.
(2018) mokazaio, 4To Cpenu JAeTell M MOKUIIBIX
moneit ¢ Cb mpeobnagaroT KeHIIUHB, B TO Bpe-
Ms KaK Cpeau MmarueHToB ot 16 mo 70 et mpeoo-
JaAaroT MYy>K49HUHBI [23].

MATO®U3NONOrUA

B HacTosimiee Bpemst CyIIeCTBYIOT TPH T'HIIO-
Te3bl, OOBSICHSIONINE KIETOYHBICE MEXaHU3MBI U
natodusuonoruto Ch: (1) runoresza pemnonspu-
3a1m, (2) ruroTes3a aenoiaspu3anuu u (3) rumo-
Te3a HEpPBHOTO TPEOHSI.

CornacHO TEOpUH pEemosAPU3ALNN, MEXITY
CyOaMUKapaANaTbHEIM W CYOIHIOKAPIUAIbHBIM
CJIOSIMU TIPABOTO KEJIyJ0YKa MOABIISIETCS TPAHC-
MypaJibHbIH TPaJMCHT HANPSDKCHUS, MPUBOJIS-
IUMH K Pa3sBUTHIO JIETAJIbHBIX apUTMMI, Xapak-
tepHbIx 11 Cb [13, 18]. Ilpu cHuxeHUn cym-
MapHoro HarpueBoro Toka (INa) u moBwimeHUN
BHeNIHero kanueBoro Toka (Ito) B smukapae npa-
BOTO JKEJIyJOYKa HaOJII0AaeTCsl MpeKACBPEMEH-
Hasl peTIoJIIPU3aIHsl U KOPOTKHIA TOTSHIINAT JIeH-
CTBUSA OTHOCHUTEIIBHO JHJIOKap/a, YTO MPUBOIUT
K 00pa30BaHUIO MEX]Iy HUMHU TPAHCMYPaIbHOTO
TpaJleHTa HaNpsKEHUS, KOTOPBIA TPOSBISETCS
B BHUJE XapaKTepHOro moabema cermenra S7,
Habmomaemoro Ha JKI' mamuentoB ¢ Chb [23].
Hapymenue B OanaHce TOKOB M MOTEpsl Kymoja
MOTEHIMala JCHCTBUSL MOTYT MPHUBECTH K IIO-
SBIICHUIO SMUKAPIUAIbHOW AMCIIEPCHH PEIOsi-
pHU3aIUK, CIOCOOCTBYIONICH Pa3BUTHIO BTOPOM
basel re-entry, KoTopas SBISETCS NPUYUHON
BHEOUYEPETHOTO U MPEXKIEBPEMEHHOTO COKpaIle-
HUSI — 9KCTPACUCTOJIBI, IPOBOLUPYIOIIEH KeIry-
JIOYKOBbIC apuT™Mui [4, 22].

CormacHO TeOpHH ACTIONSAPU3AIH, TTIPHIUHON
XapaKTEpHOTro NojbemMa cerMeHTa S7 10 TUITY «CBO-
nmay» Ha OKI sBisercst 3amepikka IPOBOIMMOCTH B
BBIXOJHOM TpakTe TpaBoro kemynouka (BTIDK),
a xemygoukoBble aputmuu npu Cb wuHAYIMpYOT-
Csl aHOMAaJIbHBIM TOKOM, BO3HUKAIOIIHM B PE3YIlb-
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Tate 3amemnieHHon nenomsipusanuu BTIDK [34].
3amennennas aenonspusanus BTIDK no orHomre-
HUIO K TIOTEHIAJIaM JCUCTBHS JIPYTUX YYaCTKOB
MPaBOTO KEIyJ0YKa CO3[aeT pPa3HOCTh TOTEH-
[IMAJIOB MEXJy YYacTKaM{ TIPaBOTO JKEITyA0dKa
n BTIDK [24]. daHHyI0 TEOpHWIO MOATBEPKIAET
nccnenoanne K. Nademanee u coast. (2015), B
KOTOPOM TIOCMEPTHO WJIH in Vivo (BO BpeMs IIpo-
BEJCHUS DSIUKApAWAIBGHONW a0ISIMU TI0 TIOBOAY
ApUTMHUU C TIOMOIIBIO TOPAKOTOMHH) OIIEHUBAJI-
cst BTIDK mun ¢ u 6e3 Cb. B BTIDK y mur ¢ Chb
ObUIM OOHAPYKEHbI THUCTOJIOTHUSCKUE TPU3HAKU
SMUKAPANAIBHOTO TTOBEPXHOCTHOTO M BHYTPUMHU-
oKapaManbHOro Gpuopo3a, a TAKKE CHIKCHHUE IKC-
npeccun OejKa MeJIeBOro KOHTaKTa — KOHHEKCH-
Ha-43. KpomMe Toro, nmpoBeAicHUE Paguo4acTOTHON
a0 STTUKAPANATBHBIX YYaCTKOB C 3aMeJljIeH-
Hoil nenonsipuzaunedt BTIDK 3HaunTensHO cHU3M-
JIa YaCTOTY Pa3BUTHS apUTMUMN U CTETICHb TIOIbeMa
cermenta ST OKI' [25]. Eme omHoO uccnenoBanme,
BrurodaBiree 13 marmentoB, ymepmmx or BCC ¢
OKTI -kaprunoii Cb, rmokasasno, 4To y Bcex MarfeH-
TOB, KPOME OJIHOTO, ObUIM OOHApY)KEHbI yYaCTKH
¢ubpo3a MUOKap/a MPaBOrO HKEIYNOUYKa C BOBIIE-
YEHHUEM 3IUKapAHaIbHOTO U CPEIMHHOIO CJIOEB
[16]. DT uccnemoBaHUs JAOKa3bIBAOT, YTO aHO-
MaJlbHasi CTPYKTypa MHOKapja (yBEIHYeHUE KOJI-
JIareHa, SMUKapAWadbHbIA U WHTEPCTUIHATBHBIN
(bnuOpO3bI, CHMKEHUE DKCIPECCUU OCNTKOB IIelie-
BBIX KOHTaKTOB) MOXXET MMETh BR)KHOE 3HAYCHUE
B MaTo(hU3HOJIOTHH 3a00JIeBaHMs, HECMOTPS Ha OT-
CYTCTBHE SIBHBIX CTPYKTYPHBIX 3a00JI€BaHUH cep/l-
1a y MHOTHX 00nbHBIX ¢ Chb.

I'mnotesa HepBHOTO TpebHS ObLIa MpeIoKeHa
Elizarietal. Knetkn HepBHOTO TpeOHS MMEIOT BHE-
CEepIICUHYIO JIOKAJIHM3alMI0O M WUrpatoT (yHIamMeH-
TaJIHYIO POJIb B Pa3BUTHH MHOKap/a BBIBOAHOTO
TpaKTa MPaBOro JKEIyA0uKa U COCETHUX CTPYKTYD.
ABTOpPBI NIPEIIONAraioT, 4YTO aHOMaJIbHass MUOKap-
quanu3anys oOyClOBIEHa aHOMAaJbHOW SKCIpec-
cueld kietok HepBHOro rpebus B BTIDK. Pemo-
JIeTUPOBaHUE TKAaHEW TPUBOAUT K TE€TEPOTeHHOMY
TPaHCMYpPaJbHOMY M PETHOHAIEHOMY pacIipese-
JIEHHIO0 Oejika KOHHeKCHHa, ocoOeHHo Cx43, uro
MIPUBOIUT K 3aMEJJICHUIO JIETIONISIPU3AIlUH U TeTe-
porennoit penonsgpuzanuu BTTDK npu Cb [17].

TEHETUKA CUHZIPOMA BPYTALIA

Cunppom bpyraga — 3T0 TeHeTndecku [e-
TePMHUHUPOBaHHOE 3a00JIeBaHUE C MpPEeuMyIIe-
CTBEHHO ayTOCOMHO-OMMHAHTHBIM THIIOM Ha-
CJIEIOBAHUS, C TIEPEMEHHON MEeHETPaHTHOCTHIO
1 3KcnpeccuBHOCTHIO. [IpumepHo y 60% mnarm-
earoB ¢ Cb 3aboneBaHue sIBIsIeTCS Criopaguye-
ckum [13]. Ha ceromnsmiHuil AeHb OOHApPYXEHO

Oosee 500 MaTOreHHBIX MYyTAllUH, MPUBOIAIIAX K
pazButuio Cb, koTophle ToKanu30BaHbl B 43 reHax
(ABCC9, AKAPY, ANK2, CACNAIC, CACNA2DI,
CACNB2, CASQ2, DSG2, DSP, FGF12, GPDIL,
HCN4, HEY2, KCNAB2, KCNB2, KCND2,
KCND3, KCNE3, KCNE5, KCNH2, KCNJS,
KCNJI16, KCNT1, LRRCI10, PLN, PKP2, RANGRF,
RyR2, SCN10A4, SCNIB, SCN2B, SCN3B, SCN4A,
SCN5A4, SCNNI1A, SEMA3A, SLMAP, TBX5, TKT,
TRPM4, TTN, XIRPI w XIRP2) [14]. Dt myTa-
UM TIPUBOJAAT K HAPYIICHUIO CTPOCHHS M (YHK-
[IMOHUPOBAHUSI HATPUEBBIX, KAJIMEBBIX U KaJbIIH-
€BBIX CEpICYHBIX KAHAJIOB, BBI3bIBAS M3MCHECHUSA
B TpaHCMEMOpPaHHOM MOHHOM TOKe. B wacTtHOCTH,
OHU TPUBOASAT JHOO K YMEHBIICHHIO BXOJISIICTO
TOKa HATPUs WM KaIbIHS, JIMOO K YBEIWYCHUIO
BBIXOJIAIIEr0 TOKa Kayus [26].

KommneKkcHEBIN TeHETHYE CKHM aHaIN3 BCEX U3-
BECTHBIX Ha CETOAHSIIIHUN MOMEHT I'€HOB I103BO-
JIIeT TIOCTAaBHUTh JUArHo3 Mo4TH B 3% cirydaes.
OCHOBHBIM T€HOM, CBsI3aHHBIM ¢ pa3ButHeM Cb,
apngercs red SCNSA. Ilarorennble BapuaHThl B
JTAHHOM T€HE BBIABIAIOTCS MpuMepHO B 25-30%
Bcex JnarHoctupoBaHHBIX ciydasx Cb [20]. Bee
OCTaJabHbBIE TeHBI BBISIBISIIOTCA TOJIBKO B 5—10%
cinydaes [36].

KNUHWYECKAA KAPTUHA

VYV 1petn manueHToB Cb MpOsBISIETCS CUHKO-
MATbHBIMU COCTOSIHUSIMHU, CYNOPOTaMH, HOYHBIM
aroHAJIbHBIM JBIXaHUEM, BO3ZHUKAIOUIUMH H3-32
JKEITYIOYKOBBIX apUTMUH (TOIUMOPPHON KeITy-
noukoBor Taxukapauu (IDKT) wim ¢dubpwmms-
un skenynoukoB (DXK)). ApurMun Takke MOTYT
npuBectu K BCC, Bo3HMKaOIIEH CIOHTAHHO B
COCTOSIHMM TIOKOSI Wi B HouHoe BpeMs [30]. Jlu-
XOpasika, yMoTpeOlieHHe aJKOToNsd W HEKOTOpBIS
JIeKapCTBEHHBIE MTPETapaThl MOTYT TPOBOIMPOBATH
BO3HMKHOBeHHME aput™muid. Kak mpaBuiio, cummnTo-
MBI BIIEPBBIC TPOSBISIIOTCS B CPEIHEM BO3PaCTe
(41+£15 ner), XOTs BO3pacT HA MOMEHT MTOCTAHOB-
KU JIMarHO3a MOKET BAPHUPOBATH OT MJIaICHYECKO-
ro a0 noxusoro [7]. Ilpumepno y 67 % mamueHToB
HaOmonaeTcst 6eccumnromHoe teueHue Chb, oqHa-
KO PUCK Pa3BUTHS KU3HEYTPOKAIOIIUX ApUTMUH Yy
0EeCCUMITOMHBIX TAIUEHTOB cocTaBiser 3,8% B
Tedenue 5 aer u 4,6% B teuenue 10 u 15 ner [32].

JKI-KAPTUHA MPU CUH[IPOME BPYTAIA

XapakrepusiM ~ OKI'-martepHOM  cuHApoMa
bpyrana siBisierca nogbeM cermMeHTa ST B MPaBbIX
npekapauanbHbIX oTBeneHusx (V,—V,). Boyensior
3 tuna DK -marrepna (puc. 1): I tum (covedtype) —
aneBauust cerMenta S7 B BHUIE CBOJA, aMIUTUTYAA
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Puc 1. U3menenuns OKI npu paznuunbix Tunax cuaapoma bpyrana. Ctpenku yka3plBaloT Ha 3JI€BalUIO cerMeHTa ST’

TouKH J — 2 MM 1 60JIee C TIOCTICTYIONICH HHBEPCH-
eit 3yoma 7; OKI-marrepn Il Tumna (saddle-backtype)
MMEET «CeIOBUIHYIO» (hOpMy IMOAbeMa CerMeHTa
ST va 2 MM U Goree, oCe KOTOPOTO CIIEAYeT To-
JOKUTENbHBIA 1K IByx(a3usbii 3yoen T; DKI -mar-
tepH Il Tuna uMeeT Takyro *e CeAJIOBUIHYIO KOH-
¢urypanmro, kak 1 DK -narrepn Il tumna, Ho ¢ ame-
Bauueit ST MeHee yeM Ha 1 mm [5, 31].

[INATHOCTNKA

Cormacao  pexomenmarussMm  HRS/EHRA/
APHRS ot 2013 roma, mnarHOCTHYECKUM KpPH-
tepuem Cb sBsieTcs HATMYUE CIIOHTAHHOTO WITH
JeKapcTBeHHO-UHAynpoBanHoro OKI -matTep-
Ha | Tuma, 3aperucTpupoOBAHHOTO B OJHOM WIIU
HECKOJIbKUX TPAaBBIX MpeKapAHaTbHBIX OTBEE-
Husx (V,, V,). Cb takxke MOXET ObITh JHArHOC-
TupoBaH y nauueHtoB ¢ OKI'-narrepnamu Il u
III TunoB B oTBeneHusx V, u V,, eciu npu npo-
BEJICHUHU TIPOBOKAIIMOHHON TTPOOKI ¢ OIIOKATOPOM
HaTPHUEBBIX KaHAIOB HaAOII0Aaach dJeBaIUs
cermenTta ST mo «coved» tumy (I Tum) [1, 29]. B
2016 Tromy cocrosuics Illanxatickuii hopym, Ha
KOTOPOM OBUTH TOATBEP)KICHBI KPUTEPUU IHA-
raoctuku Cb, npunsateie B 2013 romy, a Takxke
npemioxena OamtbHas Illanxalickas auarHo-
ctuyeckas mkana (tadm. 1). s mocTaHOBKH
nuarno3a o lllanxaiickoi IIKajie HEOOXOIUMO
Hanmuume XoTs Obl ogHOoro DKI-kpurepus: ecinu

cymma 0amioB 3,5 u Goiee — BepOSATHBIN/OMpe-

nenennsiii Chb; 2-3 0Gamna — Bo3MoxHbIH Ch;
MeHee 2 0autoB — OTCYTCTBHE auarHosa [9].
PesynpTaThl, TMONMy4YEeHHBIE B HCCICIOBAHUU

S. Kawada u coaBt. (2018), moATBepKaar0T Iie-
nmecoodpa3HocTh ucnonb3oBanus lllanxaiickoii
OannpHOM cucteMbl s guarHoctuku CB. Co-
IJIACHO JaHHOMY HucclieqoBanuio, [llanxaiickyro
KAy MOXXHO NMPUMEHSTh C IICJIbI0 CTpaTUu(u-
KaIlMU PUCKA Pa3BUTHUS JKEITYJOUYKOBBIX apUTMUM
(’KA) u BCC. Tak, HEH y OIHOTO MallMEHTa C
OammoM < 3,5 He pa3BUBAINCH JETAIbHBIE apUT-
MHUYECKHE COOBITHS, P 3TOM y 13,7 % nanuen-
TOB C BepoATHBIM/onpeneneHapiM Chb B Teuenune
10 et mabmomancs snmzon OXK mmm XKT [21].
[Ipu ogrOKparHOM MpoBeneHNn DK '-nccneno-
BaHUS B 12 OTBEINEHUSIX TONBKO y 2—4% marueH-
ToB ¢ Cb ymaercst 3aperucTprupoBarh CIIOHTAHHBINA
OKI'-marrepu I tuna [8]. Ilo 3Toif mpuuuHe I
Jy4IIed TUArHOCTUKH HCIIONB3YIOT XOITEPOBCKOE
monutopupoBanue DKI' ¢ Gonee BEICOKMM pacro-
JIO)KEHUEM TPEKApINAILHBIX OTBENICHU (B TPETh-
€M U BTOPOM MeEXKpeOepHBIX MpoMekyTKax). [Ipu
MOMOIIHU 24-4acOBOro MOHUTOPA XoATepa BO3MOXK-
HO 3adukcuposats nosieienue DK -narrepaos Ch
I Tuma B Te4eHUe CyTOK, HaIpUMep, BO BpeMs CHa
wiM nocie npuema oy [8, 37]. VccnenoBanue
K. Shimeno u coart. (2009) moka3siBaeT dhdek-
TUBHOCTH WCIOJIH30BAHUS XOJITEPOBCKOTO MOHH-
topupoBaausi DKI' ¢ BBICOKHM pacroioKeHUEM
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Tabnuya 1

[Tanxaiickas mikana ajast AMATHOCTUKYU cUHIpoma bpyrana

Kpurepun Bannet

1. | Dnexrpokapauorpaduueckue kpurepuu (B 12 oTBeaeHMIX/aMOynaTopuo):

A. | Cuonrannsiii | tun OKI-narrepra bpyraga B craHIapTHBIX HIIM BEICOKHX MPABBIX TPYAHBIX OTBEACHUSX | 3,5

I'PYAHBIX OTBEACHUSL

B. | Uapynuposannsiii muxopankoit | Tum DK -marTepHa bpyraga B cTaHIapTHBIX MM BEICOKHUX MPAaBBIX 3

oImx GapMaxonpod

C. | I wmm I Tumer OKT -marrepua bpyrama, koTopslit Tpancopmupyercs B | THIT ¢ moMOmIb0 poBouupy- | 2

2. | Amamue3 3a001€BaHUS:

>

JKCJIIyNOYKOBas TaXuKapaus

Heob6wsicHnmas ocTaHOBKA cep/la WIN JOKyMEHTUPOBAaHHAs (GHOPHILISAINS JKeITyI0IKOB/TToTuMophHas | 3

Hounoe aronanbHOE JBIXaHHE

HO[IO3p€HI/I€ Ha apUTMOI'€HHOC CUHKOIIC

CHHKOIIE HEICHOTO MEXaHH3Ma/HESICHONW STHOIOTUH

Tpeneranue/puOPUILIALNS TIPEACEPHI Y TTAIIMEHTOB B Bo3pacte <30 jeT Oe3 ansTepHaTiBHON dTHoNoruu 0,5

CeMelHbIN aHAMHE3:

PoncrBenHuky nepBoil Ui BTOPOM JIMHUY ¢ yCTaHOBIIEHHBIM auartoszoM Cb 2

WP w o 0w

KOB IIEpBOW U BTOPO JIMHUU

Tlonozpenne na BCC (simxopazka, HOUHOH xapakrtep, nposonupyiomue Cb npenaparsr) y poacteeHan- | 1

o

HOM ayToncuen

Heo6wsicunmas BCC y poacTBeHHHKOB IIEpBOi MiIM BTOPOH JIMHAH B Bo3pacte <45 JIeT ¢ OTpUIaTellb- 0.5

4. | Pe3ynbTaThl TeHETHYECKOTO TECTa:

A. | Bo3moxHas naToreHHas MyTalus reHa, npeapacnoinarawomero k Cb 05

Onenka no mxane (Tpedyercs mo MeHbieid Mmepe 1 OKI-kpurepnii): > 3,5 Gamnos: BeposiTHbI/ onpeaenennsiii Chb; 2-3 6anna:
Bo3MOxHBIN Chb; <2 Gamnos: orcyrcrBue auarHosa. BCC — BHe3amHast cepaednas cmepthb; Cb — cunapom bpyrama

MIPaBbIX TNpeKapAUaIbHBIX OTBEAEHUM: YyBCTBU-
TEJILHOCTh JIMarHOCTUKHU yBeTUuuBaercs oT 25%
nipu nposeneHnu ogHokparHoit OKI' B 12 orBene-
HusX 10 38 % npu 24-4acoBOM MOHUTOPUPOBAHNUU
n 10 55% npu 24-4acoBOM MOHUTOPUPOBAHUU C
BBICOKHMM PacCHONIOKEHUEM OTBeieHuit [35].

CTPATUOUKALINA PUCKA

ITociie mocTaHOBKM AMarHo3a OCHOBHOW 3a-
Jadeil sBisieTcs crparuuKanus pucka, 3aKiro-
Yaromascs B ONPEICICHUH BEPOSTHOCTH Pa3BH-
Tus xemynoukoBbix aputmuii 1 BCC. Ha ceron-
HSUIHUK JIeHb cTpaTh(UKalus pHCKa OCTaeTCs
CIIOKHOM 3ajauei, Uil pemeHusi KOTopoil OblIo
MIPEJIOKEHO OOJBIINOE KOIUYECTBO (PaKTOPOB
pucka (Tabn. 2), OHaKO MPOTHOCTHYECKas 3Ha-
YUMOCTH OOJIBITUHCTBA MPEANKTOPOB HA JaHHBIN
MOMEHT OCTaeTCs 1moj, coMHeHueM [15].

Sieira u coaBT. pa3paboranu mikany (Tadm. 3)
ISl cTpariuduKanil pucka, KOTopas BKIIOYAcT B
ceOst 1ecTh (PaKTOPOB PUCKA PA3BUTHS JICTATBHBIX
apuTMuil: cuHKome, crnoHTaHHbli OKI'-narrepn
I Tuna, cemetinbrit anamues BCC, cunapom crnabo-
CTH CHHYCOBOIO y3ina, nepenecenHas BCC B aHa-
MHE3€, JKEITyA0YKOBbIE TaXUAPUTMHHU, HHIYLHPYe-

MbI€ BIEKTPO(YUIHONOTUIECKIM HCCIICOBAHUEM.
KaxoMy KpUTEpHIO COOTBETCTBYET OIPE/IEIEHHOE
KonuecTBO OainoB, Hanpumep, Hammuue BCC B
aHaMHE3€ COOTBETCTBYeT 4 OajuiaM, a CIIOHTaHHBIH
OKI-narreps I tuna — 1 6amwty. Yem Gonblie cym-
Ma HaOpaHHBIX 0ayIOB, TeM OoJiee BBICOKHI PUCK
pa3BuTHs JeTanbHbIX apuTMuil [3, 33]. Ha ocHoBa-
HHUU PE3yJIbTaToB, HOIYUYEHHBIX B XO/€ UCCIIEN0Ba-
HUH, YCTAaHOBWJIM, YTO M3 NEPEUMCIICHHBIX LIECTH
HPEIUKTOPOB 3HAUMMBIM (DAKTOPOM pHCKA SIBJISIET-
cs1 cunkorte 1 DK -martepH I tumna. Tak, y 17-62%
nanyenToB ¢ Cb 1 cHHKONANbHBIMU COCTOSHUSIMU,
BO3HUKAOIMMUMHU u3-3a JKA, B TeueHue 48—84 me-
CAIIEB TOCNE TOCTAHOBKM JMArHo3a pa3BUBAIOTCS
APUTMHYECKUE COOBITHS, KOTOPBIE MOTYT IIPUBECTH
k BCC. Coueranue 0oOMOPOKOB CO CIIOHTaHHBIM
OKI'-narrepuom | Tuma sBisieTcsd JOCTOBEPHBIM
MapKepoM IIIOXOro nporuosa: y 6—19% nanueHTos
B TeueHnn 24-39 MecsleB OCiIe HOCTAHOBKU JIH-
arHo3a pa3BUBAIOTCS APUTMUUECKUE COOBITHS [28].

JNIEYEHUE

Taktuka neyenust nauueHToB ¢ Cb Hamps-
MYIO 3aBHCHUT OT cTpatudukanuu pucka BCC
(puc. 2). Ilepsoii nunueit tepanuu npu Cb Ha
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Tabnuya 2
Crparndukayst (akTopoB pucka

IIpornoctuyeckas

DakTOpHI pHCKa'
3HAYUMOCTh

Hanwaue cuMnToMoB? +++
Bo3zpact (>60 ner) 4+
My:kckoit mon —/+

CeMelHbIM aHAMHE3 _

CHoHTaHHBIN WK JTeKapcTBeHHO-uHAypoBanHblid DK -natrepn I Tuna +++
OparmenTtanus QRS-KoMILTekca ++
OKI'-narrepu Cb B HI)KHUX M JIaTePaIbHBIX OTBEACHUSX’ ++
J-BOITHA B HIKHHUX U JIaTepPaIbHBIX OTBEICHHAX® ++
Vanunennbtid UHTEPBAN 7T ey T, +
Bricoxwuii 3y6er R B aVL —/+
Mupoxuit QRS-KoMILIEKC —/+

PazButne ®X

Hannune mo6oit myraunu B rene SCN5A -
MyTanus ¢ yceuenueM B reae SCN5A +
Veemmuenne DKI'-narrepHa npu ¢pusndeckoi Harpy3ke +
Bpewms nposiBaenns OKI'-natrepna | Tuna npu XoaTepoBCKOM MOHUTOPUPOBAHUHU +

! ®akTOpBI pHCKa Pa3BUTHUS CEPCUHBIX COOBITHIA: BHE3AIMHOM CEPICYHON CMEPTH, KEIYIOUKOBBIX apUTMHIA.

2 Cumnromsr: BCC > o06Mopok > 6eccumirromuoe tedenne (BCC — naubosiee cepbe3HbIi IPETUKTOP).

S Hwxuue orBenenust: 11, 111, aVF; narepansubie otsenenus: I, aVF, ViV,

[Ipumeyanus.

«+++» — nokazaHa GOJBIINM KOJHYECTBOM HCCIEAOBAHUIL; « ++)» — NOKa3aHa HECKOJIBKHMH HCCIICTOBAHMSIMU; « +» —
JI0Ka3aHa OJJHUM HCCJIEIOBAaHUEM; « +/ — » CIOPHBIC M IPOTHBOPEUUBBIC JaHHBIE; « — /+)» — MPOTUBOPEUNBLIC TaHHEIE,
HO BEPOSTHEE OTCYTCTBUE IIPOTHOCTHYECKOH 3HAYMMOCTH; « — » — HET MPOTHOCTHYECKOH 3HAYMMOCTH.

CBb — cunnpom bpyrana; [I9C — nporpaMmmupoBanHas anekrpuaeckas crumyssinmst; @K — Guopruisius xKeTy 09KoB.

Tabnuya 3
[kana crparuuKanum pucka

DakTOp pUCKa

IMepenecennas BCC 4

Ipumeuanne: BCC — BHe3amHas cepaedHas cMepTh; KA — jkelrymoduKkoBas apuTMust.

CETOJHSIIHUHI JIEHB SIBJISICTCS UMILTAHTAIHS Kap-
nnoseprep-nepudpumsitopa (KB/). Cormacho
KIMHUYECKHM pekoMeHaauusiMm EBponeiickoro
oOmecTBa kapauoioros ot 2015 roxa, uMrias-
tanust KB/ pekomeHyeTcst BceM NanueHTaMm ¢
Cb, nepenectium BCC n/unu uMeromuM B aHa-

MHe3¢ crmoHTaHHyio yctoiumByro XT (kmace I);
MOXKET OBITh HMMIUIAHTHPOBAH TMAallMeHTaM CO
cnontanHeiM DKI-marreprom | tuma m odmo-
poxamu B anamHese (knacc Ila), a Taxxe Moxer
paccmarpuBatbesi y manueHToB ¢ KT, unaymnu-
PpOBaHHOM NMPOTrPaMMHUPOBAHHOMN JIEKTPUUECKON
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CuHppom bpyrapa

beccmnTomHoe
Te4yeHne

BCCBroa

BCC J

CnoHTaHHbI QKT -naTTepH
[ Tna

YunTbIBaIOTCA MOMOBbIE,
BO3pacTHble napameTpbl KT
W 3NeKTPOCU3NONOrMIecKoe

uccnefosaxue

b

v

0.35%

0.8%

BoamoxHa
uvnnaHTaums KB

1 .My

Puc. 2. UmnnanTanus kapauoseptepa-aedudpmuistopa (KBJ]) B 3aBUCHMOCTH OT puCKa BHE3AITHOW CEpACYHON CMEpTH

(BCC)
CumnNTOMHbIE n |
NauuMeHTbI, UMetoLLme ;EF'eHTb' ¢ 1 Tvnom BeccumnTomHble
| Tvn OKT - “MISMEHEHUM, y NawverTs ¢ KT nauueHThI ¢
N3MEHEHWN, Hel KOTOpBIX Hej H . " OBaHHOf/:I Hej nekapCTBEHHO-
KIMHUYECKy0 CMepTb | Habniopanmce > Ayu'l'lFi)BC “|  vHAYUMpOBaMHbIM
B aHaMHe3e unu CHHKOMATIbHBIE | TMNOM
3aperncTpupoBaHHyto COCTORHA KT -n3meHeHnit
KO Bcneactaue XKI/PX
fla fla fa [a
LTI aCCM'\g'cI'»K:;aTbCﬂ
ucnonb3oBaH KBJ P MEﬂ

Puc 3. Ummnanrtanus kapauoseptepa-aedudpumistopa (KB/1) npu cuanpome bpyraga B COOTBETCTBUM ¢ KIMHHIECKUMHU
pexomennanusamu Esponeickoro obmecTsa kapauonoros. KT — xemygoukosas taxukapans; [I19C — nporpammu-
poBaHHas »nekTpudeckas cTumynsnust; XK — pubpmmranus xemynodos; MK/l — uMmIaHTHpyeMbIi KapAnOBEp-

Tep-nepudpuIIsITOp

crumyisiiuet (I19C), B IByX TOYKax ¢ ITOMO-
IIbIO OJIMHAPHBIX WIU JIBOMHBIX IKCTPACTHMYJIOB
(kmacc IIb) (puc. 3) [2, 27, 31].
MennkaMeHTO3HOE JICUeHUE 3aKII0YaeTCs BO
BHYTPUBEHHOUW MH(Y3UH XUHUIUHA U U30IIPOTE-
peHosa IS KYNUPOBAaHHS W TMPEAYIPEKICHUS
HEIpepbIBHO peruauBupyrommx XA, npuBoss-
IUX K «IJIEKTPUYECKOMY IITOpMYy». B wmccie-

JIOBaHUSAX OBLIO TOKa3aHO, YTO HH3KHE O3B
xunuanHa (300-600 mr) 3¢ dekTHBHO TPeaoT-
BpAIlalOT CIIOHTAHHBIN penuanB KA B TeueHue
JIIUTEIsHOTO Tiepuoa y namueHToB ¢ Cb u mo-
TyT NPUMCHSTHCA KaK JOTOJHUTEIbHAS Tepanus
npu uMmiuiantanuu KB/, a Takke B KadecTBe
OCHOBHOT'O METO/a JICUCHUS TIPU HAIUYUU Yy Ta-
LIUEHTOB MpoTHBONOKazaHui Kk Tepanun MWK]]
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(xnacc Ila). Kpome Toro, pekoMeHyeTcs mpume-
HSATh XUHUAWH Y MallUEHTOB C PELUAUBUPYIOIIH-
mu UKJI-mmokamu, «3MeKTPUYSCKUMH OypsIMID»
1y 0€CCUMIITOMHBIX MMAIIIEHTOB CO CIOHTAHHBIM
OKTI-narrepHoM I Tumna B KauecTBE ajlbTepHATH-
BBI «IJIEKTPUIECKUX Oyph» [29].

Karerepnas abnsmus sBIsSeTcs emie OTHUM
meronoMm sederuss Chb. CormacHo KIMHHYECKUM
pexomenpanusimMm AHA/ACC/HRS ot 2017 rona,
KareTepHas aONsIusi TMPUMEHSCTCS NJis Jiede-
HUSI TIAIIMEHTOB C «IJIEKTPUUYCCKUMU IITOpPMa-
MH» B aHaMHe3e u/mnu dacThiMu WMK/I-mmoxamu
(xmacc 1) [10].

Bcem manumentam ¢ CBb pekoMeHOyroTCs
cleayIomue n3MeHeHus obpas3a Ku3HU: u30e-
raTh npuema JeKapCTBEHHBIX MpenapaToB, KO-
TOpBIE MOTYT TIPUBECTH K dJIEBAIlUM CErMEHTa
ST DOKI' B mpaBbIX OpeKapAuaIbLHBIX OTBEIIC-
HUSAX, n30eraTh 4Ype3MEpHOro yHOTpeOIeHUS
aJIKOTOJIsI, TAKXE HEOOXOAMMO HEMEIJICHHOE
MPUHATHE MEpP IS CHUXKCHUS TEeMIIepaTyphl
TeJa MPU BO3HUKHOBEHUH JUXOPAIKHU JTHOOOTO
resesa [5, 24].
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