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CHH/IPOM BPYTALIA
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PE3IOME. C momenTa mepBoro onucanus cuaapoma bpyrama B 1992 roay HOCTUTHYT 3Ha-
YUTEIbHBIN MPOrpecc B MOHMMAHWHM OCHOBHBIX MEXaHW3MOB Pa3BUTHA 3a00ieBaHUs, B CTpa-
TU(UKALMY PUCKA BHE3AIIHOM CEpACUHON CMEPTH U JKEIYJOUYKOBBIX apUTMMH y MAallUEHTOB C
cunapomoM bpyrana (Cb). Cugpom bpyraga — 3To HaclieACTBEHHBIH KIMHUKO-3JIEKTPOKap-
quorpapuyeckiii apuTMUUYECKUN CHHIPOM, XapaKTepU3YIOLUIUICS BHICOKUM PHCKOM Pa3BUTHS
KEJIYJJOUYKOBBIX apUTMHUH, KOTOPBIE, COTIACHO COBPEMEHHBIM JaHHBIM, SBISIOTCS MPUYHUHON
BHE3aIHOU cepaednoit cmepTu B 4—12% Bcex ciyuaeB BHe3amHOW cMepTd. OlieHKa HCTUHHOM
pacnpocTtpaneHHOCTH Cb B momynsinuu ocIoXHsAETCS YacTbIM OECCUMIITOMHBIM TE€UECHUEM JaH-
HOro cuHjpomMa. Tem He MeHee oHa cocTaisieT okojio 0,5 Ha 1000 yenoBek, ¢ HaubobINIEH pac-
npocTpaHeHHOCTHIO B FOro-BocTounoit Asuu. Y myxxunn Cb BcTpeuaeTcs B 8—10 pa3 gamie yem
y sxeHmuH. [Ipu mpoBeaeHnn snekTpokapauorpadun y nanueaToB ¢ Cb, HabmromaeTcs xapak-
tepHas OKI-kapTuHa: aneBanus cerMeHnTa ST B IpaBbIX IPYJHBIX OTBEJEHUX. B ocHOBE 21eBa-
uuu cermenta ST nexar pa3inyHble MaToPU3N0IOrHYeckue MexaHu3Mbl. CTpaTHQHUKALUS pUCKa
Pa3BUTHS JKEITYIOUYKOBBIX apUTMHI U BHE3AITHOW cepreyHoi cmepTH y nanueHtoB ¢ Cb umeer
pelaroliee 3HaueHue, HOCKOJIbKY OT Hee 3aBUCUT TaKTHKa JiedeHus nanueHTta. Cnennduyeckoro
JieuyeHus1 3a00JIeBaHMS HE CYIIECTBYET, MIPUMEHSAIOT MEAUKAMEHTO3HYIO (AHTHAPUTMUUYECKYIO)
Tepanuio, MPOBOAAT UMIIAHTALUIO KapAHOBepTep-1eHuOPUIIIATOPOB, TAKIKE BOSMOXKHO ITPOBE-
JIEHHUE paTruodacTOTHOW abIsIIu.

KJIFOUEBBIE CJIOBA: cunnpom bpyrazna; BHe3anHas cepiedHasi CMEPTb; UMIIIaHTHUPYEMbIe
KapauoBepTep-nepudpuiiaTophL.
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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 — 3To HacleICTBEHHBIHN
KJIMHUKO-3JIEKTPOKapAuOrpapuaecKuit apuT-
MHAYECKHH  CHHIPOM,  XapaKTepU3YIOUTUHCS

nogbeMoM cermMentra S7 B NpaBbIX NpeKaplIu-
anpHBIX OoTBeAeHUAX (V,—V;) ¢ mociuexyonmm
Pa3BUTHEM KU3HEYTPOXKAIOIINX JKETYTOYKOBBIX
apUTMHM, KOTOpbIE MPHUBOIAAT K TOBBIIICHUIO
pHCKa pa3sBUTHS BHE3AIIHOM CEPIEYHOU CMEPTH
(BCC), npu oTrcyTcTBUH TPYOBIX CTPYKTYPHBIX
3aboneBanuii cepana [22]. CornacHO COBpEMEH-
HBIM JaHHBIM, cuHapoM Cb sBisieTcsa mpu4uHOM
paszsutus BCC B 4-12% Bcex cilyyaeB BHe3arl-
Holl cmeptu U B 20% cMmepTell y NalueHToB co
CTPYKTYPHO HOpMaJbHBIM cepAaueM [6, 19].
Buepsrie Cb 6511 ontucan B 1992 roxy nBymst
ncnaHckumu kapauonoramu Ileapo m Jlxo3e-
oM bpyraga. B noxmaae roBopuiocs o § mamm-
eHTax, KoTopsle Obutn peannMupoBansl oT BCC,
BBI3BAaHHON (UOPMILIISIMCH KEeTyTouKoB. Y BCexX
OONBbHBIX HAOMIO#ANCsl XapaKTEePHBIH MOabEeM
cermenta ST Ha snexrpokapauorpamme (OKI)
B IIPaBBIX TPYJHBIX OTBEICHUSIX IIPH OTCYTCTBUH
CTPYKTYpHBIX 3a0ojeBanuii cepaua [11]. 3abo-
JieBaHHE OBUIO OMHUCAHO KaK KIMHHUKO-3JIEKTPO-
Kapauorpaguueckuii CUMITOMOKOMIUIEKC, MpPO-
SBJSTIONTUANCS «OJIOKaION TPaBOil HOXKH ITydKa
I'uca, croiikoii aneBanueii cermenra S7 DKI' u
cuanpomoM BCCy», u Tonpko B 1996 romy nan-
HBII cuHApoM Brepsbie OblT Ha3BaH Cb [12].

JMUAEMUONOruA

CI10’KHO OTICHUTh UCTUHHYIO PacipoCTpaHeH-
HocTh Cb B momynsiuu, MocKoJIbKy HEM3BECTHO
TOYHOE YHCJIO OECCHMIITOMHBIX TMAIlMEHTOB, a
TaK)ke BCIIEJICTBHE TOTO, YTO XapaKTEepHBIA IS
Cb DOKI'-marrepH MOKeT BPEMEHHO HOPMaJI30-
BaThCS WM UMETh CKPBITOE TeUCHHUE. TeM He Me-
Hee yacTota BcTpeuaemocTu Cb cocraBisieT oko-
70 0,5 na 1000 genosek [26]. Haubonee mmupoko
Cb pacnpoctpanen B FOro-Boctounoit Asumu, a
caMasi BbICOKasi 4aCTOTa BCTPEYaeMOCTH HaOIIro-
nmaercs B Tamnanne — 6,8 Ha 1000 yenoBek, 4To
npuMepHo B 14 pas Bblle OOMIEMHPOBOM pac-

npoctpaneHHOCTH [38]. Bputo 00HapYkKEHO, YTO
Cb y myxumH BcTpeuaeTcs 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) moxkazamno, 9To cpeau meTel W IMOKUIIBIX
moneit ¢ Chb mpeobnagaioT KeHIUHBL, B TO Bpe-
Ms KaK cpeiu nmanueHTos oT 16 no 70 et mpeoo-
Jaal0T MYKIUHBI [23].

MATO®U3NONOrUA

B Hacrosmee BpeMs CyIIecTBYIOT TPH THIIO-
Te3bl, OOBSACHSIOMMNE KICTOUYHBIE MEXaHU3MBbI U
natodusuonoruto Ch: (1) rumoresza pemnonspu-
3a1m, (2) rumnoTes3a aenoiaspu3anuu u (3) rumo-
Te3a HEPBHOTO TPEOHS.

ComnacHO TEOpUM PEeHOJIPU3ALUU, MEXKIY
CcyOsnUKapAHaIbHBIM U CYO3HIOKapAHAIbHBIM
CJIOSIMU TIPABOTO XKeJIyJ0uKa MOABIIAETCS TPaHC-
MypaJbHBIM TpaJMeHT HaNpsLKEHUs, MPHUBOJIS-
MM K pa3BUTHUIO JIETAJIBHBIX apUTMHUH, Xapak-
tepHbIX 11 Cb [13, 18]. Ilpu cHuxeHun cym-
MapHOTro HaTpueBoro toka (INa) u moBbILICHUH
BHeMIHero kanueBoro toka (Ito) B smukapae npa-
BOTO JKEJIyJOYKa HaOJII0AAaeTCsl MPEKACBPEMEH-
Has penoJisipu3aius U KOpOTKUM MOTEeHIUal Aei-
CTBUSI OTHOCHUTEJIBHO 3HIIOKApAa, YTO IPUBOJUT
K 00pa30BaHUIO MEX]Iy HUMHU TPAHCMYpPaJIbHOTO
TpaaueHTa HaMpsKeHUs, KOTOPBIN MPOSBISIETCS
B BHUJE XapaKTepHOro mnojabema cermenra S7,
Habmogaemoro Ha OKI' mamuentoB ¢ Chb [23].
Hapymenue B GanaHce TOKOB M IMOTepsl Kynoja
MOTEHIIMANa AEHCTBUS MOTYT NPUBECTH K IIO-
SBIICHUIO SMUKapIUaIbHOM AMCIIEPCHU PEIOsi-
pHU3aLUK, CIIOCOOCTBYIOIIEH Pa3BUTHIO BTOPOM
da3pl re-entry, KoTOopas SBISETCS NPUYUHON
BHEOYEPEAHOIO U NMPEXKIECBPEMEHHOIO COKpalle-
HUSI — 3KCTPACHUCTOJIbI, IPOBOLUPYIOLIEH Kelry-
JIOYKOBBIEC apuTMuH [4, 22].

CornacHO TeOpHH ACTIONSAPU3AINH, TPHYUHOMN
XapaKTepHOTo MoibeMa cerMenTa S7 10 THITY «CBO-
na» Ha OKI sBnsiercs 3aepKKa IPOBOJUMOCTH B
BBIXOJHOM TpakTe mpaBoro xemynouka (BTIDK),
a JKeNynoukoBbele apuT™Mud npu Cb MHIYLIUpYOT-
Csl aHOMAaJIbHBIM TOKOM, BO3HUKAIOLIMM B PE3YJib-
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Tate 3amemnieHHon nenomsipusanuun BTIDK [34].
3amennennas aenonspuzanus BTIDK no orHomte-
HUIO K TIOTEHIAJIaM JCUCTBHS JIPYTUX YYaCTKOB
MPaBOTO KEIyJ0YKa CO37aeT pPa3HOCTh TOTEH-
[MAJIOB MEXJY YYacTKaM{ TIPaBOTO JKETyd0YKa
n BTIDK [24]. JlaHHY!O TEOpPHIO MONTBEP)KIACT
nccinenoanne K. Nademanee u coast. (2015), B
KOTOPOM TIOCMEPTHO WU in Vivo (BO BpeMs Ipo-
BEACHUS DIUKAPIUAILHON aONAUK TIO0 TIOBOIY
APUTMUU C TIOMOIIBIO TOPAKOTOMHHM) OIICHHUBAJI-
cst BTTDK mun ¢ u 6e3 Cb. B BTIDK y aui ¢ Chb
ObUIM OOHAPYXKEHbI TUCTOJIOTHUYSCKUE MPU3HAKH
SMUKAPIUAIBHOTO MOBEPXHOCTHOIO U BHYTPUMHU-
oKapauansHOro (udpo3a, a Takke CHUKEHHE KC-
mpeccuy OejKa IIeIeBOr0 KOHTAKTa — KOHHEKCH-
Ha-43. Kpome Toro, npoBeieHHe pajuo4acTOTHON
a0IAIMH STTUKAPANANTBHBIX YIaCTKOB C 3aMeJlIeH-
Hoit genonsipuzanueit BTIDK 3HauuTebHO CHU3H-
JIa 9aCTOTY Pa3BUTHUS ApUTMHI U CTETICHB MTOIbEMa
cermenTa ST OKI [25]. Eme omHo nccienoBanue,
BrumrovaBiiee 13 marmento, ymepimmx or BCC ¢
OKT -xaprunoit Cb, mokazano, 4yTo y Bcex MalueH-
TOB, KPOME OJIHOTO, ObLIM OOHAPYKEHBI YYaCTKU
(hndpo3a MuOKap/a MPaBoOro >KEIyIo4YKa C BOBIIE-
YEHHEM DSITUKApAUATBHOTO U CPEIUHHOTO CIIOEB
[16]. DT uccnenoBaHUsl JOKa3bIBAIOT, YTO aHO-
MaybHas CTPYKTypa MHOKapaa (YBEIWYEeHHE KO-
JlareHa, SMUKApAUaIbHBIA U MHTEPCTUIUATbHBIN
(budpo3bI, CHMKEHHE DJKCIPECCHH OENKOB IIelie-
BBIX KOHTAKTOB) MOXKET MMETh Ba)KHOC 3HAYCHUE
B 11ato(hu3n0sI0ruu 3a00IeBaHus, HECMOTPS Ha OT-
CYTCTBHE SIBHBIX CTPYKTYPHBIX 3a00JICBaHUH cep/l-
ua y MHorux 6onbHbIX ¢ Ch.

l'unote3a HepBHOTO TpeOHs ObLIa MPEIoKEHA
Elizarietal. Kitetku HepBHOTO TpeOHS UMEIOT BHE-
CEpACYHYI0 JIOKAIM3AINI0 U UTParT (pyHIaMeH-
TaIBbHYIO POJIb B Pa3BUTHUH MHOKap/a BEIBOIHOTO
TpaKTa MPaBOTO JKEITYT0UKa U COCETHUX CTPYKTYD.
ABTOpBI TIPENIONATAIOT, YTO AHOMAJIbHAS MHOKap-
IUaIA3anyst OOyCIIOBJICHA aHOMAJLHOU JKCIIpeC-
cuell kierok HepBHOro rpebus B BTIDK. Pemo-
JICNIPOBAaHUE TKAHEH MPUBOTUT K TETCPOTCHHOMY
TPaHCMYpPaJbHOMY M PErMOHAIILHOMY pacIpese-
JeHUI0 OenaKka KOHHEKCHHa, ocobeHHo Cx43, uto
MPUBOAUT K 3aMEJICHUIO ACTIONSIPU3AIMU U TeTe-
porennoi penonsgpusannu BTIDK npu Cb [17].

TEHETUKA CUHZIPOMA BPYTALIA

Cungpom bpyrama — 5TO TeHETHUYECKH Je-
TEPMUHUPOBAaHHOE 3a00JieBaHUEC C TIPEUMYIIe-
CTBCHHO ayTOCOMHO-JOMUHAHTHBIM THUIIOM Ha-
CJIEZIOBaHUS, C TIEPEMEHHOM MEHETPAHTHOCTHIO
1 3KcnpeccuBHOCTHIO. [IpumepHo y 60% mnarm-
enroB ¢ Cb 3a0oneBanue sBISETCS criopaauye-
ckuMm [13]. Ha ceromnsmiHWi AeHb OOHApPYXEHO

Oosiee 500 MaTOreHHBIX MyTalUH, MPUBOIAIIAX K
pasButuio Cb, koTophie oKanu30BaHbl B 43 reHax
(ABCCY, AKAPY, ANK2, CACNAIC, CACNA2DI,
CACNB2, CASQ2, DSG2, DSP, FGF12, GPDIL,
HCN4, HEY2, KCNAB2, KCNB2, KCND?2,
KCND3, KCNE3, KCNE5, KCNH2, KCNJS,
KCNJI16, KCNTI, LRRC10, PLN, PKP2, RANGRE,
RyR2, SCN10A4, SCNIB, SCN2B, SCN3B, SCN44,
SCN54, SCNNIA, SEMA3A, SLMAP, TBX5, TKT,
TRPM4, TTN, XIRPI n XIRP2) [14]. Ot myTa-
UM TIPUBOJAAT K HAPYIICHUIO CTPOSHHS M (YHK-
LIMOHUPOBAHUSI HATPUEBBIX, KAJIMEBBIX U KaJbIH-
€BbIX CEpICYHBIX KAHAJOB, BBI3bIBAST M3MEHECHUSA
B TpaHCMEMOpaHHOM MOHHOM TOKe. B wacTtHOCTH,
OHU TPUBOAAT JTHOO K YMEHBIIEHHIO BXOJISIIETO
TOKa HATpUs WIN KaIBIHS, JIMOO K YBEIUYECHUIO
BBIXOISIIETO TOKa Kamus [26].

KoMruiekcHbIN TeHEeTUUEeCKU I aHaTu3 BCeX 13-
BECTHBIX Ha CETOHSAIIHIN MOMEHT T€HOB MTO3BO-
JI€T TIOCTABUTH AUArHO3 mo4tH B 3% cirydaes.
OCHOBHBIM T€HOM, CBSI3aHHBIM ¢ pa3BuTHeM Cb,
apnsgercs reH SCNSA. TlaroreHHble BapUaHTHI B
JTAHHOM T'€HE BBISBIAIOTCS NpumepHo B 25-30%
BCeX JuarHoctupoBaHHbIX ciydasx Cb [20]. Bee
OCTaJIbHbIE T€HbI BBIBIAIOTCSA TONbKO B 5—10%
cinydaeB [36].

KNUHWYECKAA KAPTUHA

VYV 1petn manueHToB Cb MpOsBISIETCS CHHKO-
MaJIBHBIMU  COCTOSIHUSIMM, CYJ0POTaMH, HOYHBIM
aroHaJbHBIM JIbIXaHWEM, BO3HUKAIOIIMMHU H3-3a
JKETYIOUKOBBIX apUTMHN (moauMopdHOn sxemy-
noukoBor Taxukapauu (IDKT) wim dubpwmmns-
un skenynoukoB (DXK)). ApurMum Takke MOTYT
npuBectd K BCC, BO3HHKAOIIEH CIIOHTAHHO B
COCTOSTHMH TTOKOSI Wi B HOuHOe BpeMs [30]. JIu-
XOpasiKa, yToTpeOleHne ajKOTONsd W HEKOTOpHIS
JIEKapCTBEHHBIE MTPEeTapaThl MOTYT IPOBOIMPOBATH
BO3HUKHOBEHME apuTMuil. Kak npasuio, cumnro-
MBI BIIEPBBIE MPOSABISIOTCS B CpPEIHEM BO3pacTe
(41+£15 ner), XoTs BO3pacT HA MOMEHT MOCTAHOB-
K1 JTHar{o3a MOKeT BapbUpOBaTh OT MJIa/IEHYECKO-
ro 1o noxwuroro [7]. IlpumepHo y 67% narnueHToB
HaOmonaerca Oeccumnromuoe tedyenue Cb, ogna-
KO PHCK Pa3BUTHS KU3HEYTPOKAFOIIUX apUTMHUH Y
0eCcCMMITOMHBIX TIAaIMeHTOB cocTaBisieT 3,8% B
TeueHne 5 et u 4,6% B Teuenne 10 u 15 et [32].

JKI-KAPTUHA MPU CUH[IPOME BPYTAIA

XapakrepusiM  OKI'-martepHOM  cuHZApOMa
bpyrana sieiserca nogbeM cerMeHTa ST B MPaBbIX
npekapauaibHbIX oTBeneHusx (V,—V,). Boyensior
3 tuna DK -marrepna (puc. 1): I tum (covedtype) —
aneBauust cermenta S7 B BHUIE CBOJA, aMILTUTYAA
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Puc 1. U3menenus OKI npu paznuunbix Tunax cuaapoma bpyrana. Ctpenku yka3bpIBaloT Ha 3JI€BalUIO cerMenTa ST’

To4KH J — 2 MM 1 60J1ee C TIOCTICTYIONICH HHBEPCH-
eit 3yoma 7; OKI-marrepn Il Tumna (saddle-backtype)
MMEET «CeINIOBUIHYIO» (hOpMy IMOABEMa CerMeHTa
ST va 2 MM 1 Goree, mociie KOTOPOTO CIIEAYET T0-
JOKUTENbHBIA 1K aByx¢asusbii 3yoen T; DKI -mar-
tepH Il Tuna uMeeT Takyro e CEeAJIOBUIHYIO KOH-
¢urypanmio, kak u DK -narrepn Il tumna, Ho ¢ 3me-
Baiued ST mMenee ueM Ha 1 mm [5, 31].

[INATHOCTNKA

Cormacao  pexomenmarusim  HRS/EHRA/
APHRS ot 2013 roma, mnarHOCTHYECKUM KpPH-
tepueM Cb sABnsercs Hamu4ue CIOHTAaHHOTO UITU
JeKapcTBeHHO-UHAynHpoBanHoro OKI-nmaTtTep-
Ha | Tuna, 3aperucTpUpoBaHHOTO B OJAHOM MJIU
HECKOJIBKUX MpaBbIX NpeKapAHaJIbHBIX OTBEJE-
Husx (V,, V,). Cb Takxe MOXeT ObITh JHArHOC-
TupoBaH y nanueHtoB ¢ OKI'-marrepnamu Il u
III TunoB B oTBeneHusx V, u V,, eciu npu npo-
BEJICHUHU TIPOBOKAIIMOHHON MTPOOKI ¢ OIIOKATOPOM
HaTPHUEBBIX KaHAIOB HaOII0AaIach dJeBaIus
cermenTta ST mo «coved» tumy (I Tum) [1, 29]. B
2016 romy cocrosuics Illanxatickuii hopym, Ha
KOTOpPOM OBUIM MOATBEPKACHBI KPUTEPUU JHa-
raoctuku Cb, mpunsateie B 2013 roxgy, a Takxke
npennoxkena OannbHas [llanxaiickas auarso-
ctuyeckas mkana (tadm. 1). s mocraHOBKH
nuarHosa no lllanxaiickoil mikane HEOOXOAUMO
Haimuuue Xots O0b1 ogHoro ODKI'-kputepus: ecnu

cymmMa OarioB 3,5 u Ooee — BEpOSITHBIN/OTIpe-

nenendniii Chb; 2-3 0Gamna — Bo3MoxHbIH Ch;
MeHee 2 0ayutoB — OTCYTCTBHE nuarHosa [9].
Pe?:y.HI)TaTI)I, IMOJIYyUCHHBIC B HUCCJICJOBAHUN

S. Kawada u coasrt. (2018), moATBepKIak0T Iie-
necoo0Opa3HoCTh ucrnosib3oBanus [llanxaiickoi
OannpHOM cucteMbl s guarHoctuku Cb. Co-
IJIACHO JaHHOMY wHccliefoBanuto, lllanxaiickyro
IIKaTy MOXXHO NMPUMEHSTH C IeJIbI0 cTpaTudu-
KalliW PUCKa Pa3BUTHUS JKEITYIOYKOBBIX apUTMUI
(KA) u BCC. Tak, HE y OIHOTO MalMeHTa C
bamtoM<3,5 HEe pa3BUBAINCH JCTATbLHBIC aApUT-
MUYeCKHe coOBIThA, TpU 3TOM y 13,7 % manuen-
TOB ¢ BepoaTHbIM/onpesiesieHHbIM Ch B TeueHue
10 et mabmomasncs anuzon OX wmum XKT [21].
IIpu omHOKpaTrHOM poBeaenun IKI -uccneno-
BaHus B 12 oTBeeHUsIX TodbKO y 2—4% mnanueH-
ToB ¢ Cb ymaercs 3aperucTpupoBarh CIIOHTaHHBIN
OKT-nmarrepn 1 tuna [8]. Ilo atoii nmpuuune amst
Jy4IIed TUarHOCTHUKHM HMCIOIB3YIOT XOJITEPOBCKOES
MouuTopupoBanre JKI' ¢ Gonee BEICOKUM pacmo-
JIO)KEHNEM TIpeKapInaIbHBIX OTBEIEHH (B TPETh-
€M U BTOPOM MEXKpPeOSpHBIX MpoMexyTKax). [Tpu
roMo1y 24-4acoBOro MOHUTOpa XoITepa BO3MOXK-
HO 3adukcuposars nosieiaeaue DK -marrepuos Chb
I Tuma B TeueHue CyTOK, HaIpUMep, BO BpeMs CHa
wim nocie npuema numu [8, 37]. MccnenoBanue
K. Shimeno u coasr. (2009) nokaseiBaer 3¢ dek-
TUBHOCTb HCIOJb30BAHUSA XOJITEPOBCKOTO MOHH-
topupoBanus OKI' ¢ BBICOKMM pacrosoxkeHneM
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Tabnuya 1

[Tanxaiickas mikana ajas AMATHOCTUKYU cUHJpoma bpyrana

Kpurepun Bannet

1. | Dnexrpokapauorpaduueckue kpurepuu (B 12 oTBeeHMIX/aMOyIaTopuo):

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

T'PYAHBIX OTBEACHUS

B. | UnpynupoBannstii muxopaaxoit I tunm DKI-matrepna Bpyrana B cTangapTHBIX MM BEICOKHUX ITPABBIX 3

OIHX GapMaKonpod

C. | I mmm III tamer OKT -narrepra Bpyrana, koTopsrit TpanchopMupyercs B I THII ¢ TOMOIIBIO IPOBOIHPY- | 2

2. | Amamue3 3a001€BaHUS:

>

JKCJIIyNOYKOBas TaXuKapaus

Heo0OwsicHnmas ocTaHOBKa cep/a WM JOKyMEHTUPOBAaHHAs (GHOPHIUIAINS JKeITyI0IKOB/TToTUMophHas | 3

Hounoe aronambHOE JBIXaHHE

HOIIO3peHI/Ie Ha apUTMOI'CHHOC CUHKOIIC

CHHKOIIE HESICHOTO MEeXaHU3Ma/HEsACHOM THOJIOTHH

Tpeneranue/puOPUILISALINS TIPEACEPHI Y TAIIMEHTOB B Bo3pacte <30 sieT Oe3 anbsrepHaTuBHON dTHoNorHn 0,5

CeMelHbIi aHAMHE3:

PoncTBenHuKky nepBoil I BTOPOM JIMHUY C yCTaHOBIEHHBIM auartoszoM Cb 2

WP e |HO 0w

KOB IIEpPBOW U BTOPOU JTMHUU

[MTono3spenne va BCC (nmmxopanaka, HOYHOH Xapakrep, nposorupytomue Cb npenaparst) y poacTBeHHE- | 1

o

HOM ayToncuen

Heo6bsicnnmast BCC y poacTBEHHUKOB IT€PBO MIIM BTOPOIT TMHUH B BO3pacTe <45 JIeT ¢ OTpUIaTelhb- 0.5

4. | Pe3yabTaTbl FeHETHYECKOTO TECTA:

A. | Bo3moxHas natoreHHas MyTalus reHa, npesapacnosaratwomuero k Cb 05

Onenka no mxane (Tpedyercs mo MeHbiei mepe 1 DK -kpurepwuii): > 3,5 Gamios: BeposTHbI/ onpenenennsiii Chb; 2-3 6anna:
Bo3MOxHBIN Ch; <2 Gamnos: orcyrcrBue auarHosa. BCC — BHe3amHast cepaedynas cmepth; Cb — cunapom bpyrama

MIPaBbIX NpeKapAUaIbHBIX OTBEAECHUI: YyBCTBU-
TEJILHOCTh JIMarHOCTHKHU yBeTUuuBaercs oT 25%
nipu nposeneHnu ogHokparHoi OKI' B 12 orBene-
HusX 10 38 % npu 24-4acoBOM MOHUTOPHUPOBaHUU
n 10 55% npu 24-4acOBOM MOHUTOPUPOBAHUU C
BBICOKHMM PacHONIOKEHUEM OTBeieHui [35].

CTPATUOUKALINA PUCKA

ITociie mocTaHOBKM AMarHo3a OCHOBHOW 3a-
Jadeil sBisieTcs crparuuKanus pucKa, 3aKIro-
Yaloulascs B ONpe/leJIeHUH BEPOATHOCTH Pa3BU-
Tus xemynoukoBbix aputMuii 1 BCC. Ha ceron-
HAIIHUN JeHb CTpaTU(UKAIMS PHCKA OCTAeTCs
CIIOKHOW 3aJladeid, /Ui pelIeHHs] KOTOPOil ObLIO
MIPEJIOKEHO OOJBIINOE KOIUYECTBO (PaKTOPOB
pucka (Tabin. 2), OHAKO MPOTHOCTHYECKas 3Ha-
YUMOCTH OOJBITUHCTBA MPEANKTOPOB HA JAHHBIN
MOMEHT OCTaeTCs 1moj, coMHeHueM [15].

Sieira u coaBT. pazpaboranu mikany (Tadi. 3)
JUIs cTpaTth(UKaIMi PUCKA, KOTOpasi BKIIHOYAET B
ceOst 1ecTh (PaKTOPOB PUCKA PA3BUTHS JICTATBHBIX
apuTMuil: cuHKome, crnoHTaHHbeli OKI'-nmartepn
I tuna, cemetinbrit anamues BCC, cunapom crnabo-
CTH CHHYCOBOIO y3Ina, neperecenHas BCC B aHa-
MHe3€, KeITyIOUKOBbIE TAXHAPUTMHHU, HHAYIHPYE-

MbI€ BIEKTPO(QUIUONOTHIECKIM HCCIIEJOBAHUEM.
KaxoMy KpUTEpHIO COOTBETCTBYET OIPE/IEIEHHOE
KonyecTBO OainoB, Hanpumep, Hamuuue BCC B
aHaMHE3€¢ COOTBETCTBYeT 4 OajuiaM, a CIIOHTAHHBIH
OKI-narreps I tuna — 1 6amty. Yem Gonblie cym-
Ma HaOpaHHBIX 0aIOB, TeM OoJiee BBICOKHN PUCK
pa3BUTHSI JIETANBHBIX apuTMuii [3, 33]. Ha ocHoBa-
HHUU PE3yJIbTaToB, HOIYUYEHHBIX B XO/I€ UCCIIEN0Ba-
HU, YCTAaHOBIJIM, YTO M3 MEPEUHCICHHBIX MIECTH
NPETMKTOPOB 3HAYMMBIM (DAKTOPOM pHCKa SIBIISICT-
cs1 cunkorie 1 DK -martepH I tumna. Tak, y 17-62%
nauueHToB ¢ Cb U cHHKOMaNbHBIMU COCTOSIHUSIMHU,
Bo3HUKaomumu u3-3a JKA, B TeueHue 48—84 me-
CAIIEB TIOCNE TMOCTAHOBKM JAMArHo3a pa3BUBAIOTCS
APUTMHYECKUE COOBITHS, KOTOPBIE MOTYT IIPUBECTH
k BCC. Coueranne 0oOMOPOKOB CO CIIOHTaHHBIM
OKTI'-marrepHom [ Tuma sBAsSETCS TOCTOBEPHBIM
MapKepoM IITIOXOTO MPOorHo3a: y 6—19% marmeHToB
B TeueHuH 24-39 mecsues nocie IOCTaHOBKH -
arHo3a pa3BUBAIOTCS ApUTMHUYECKUE COObITHSA [28].

JNIEYEHUE

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

[Iporuoctuueckas

DakTOpHI pHCKa'
3HAYUMOCTh

Hanu4ue cuMoToMoB? 4+
Bospact (>60 ner) +4+
Myskckoit mon _/+

CeMeliHbIM aHAMHE3 _

CHoHTaHHBIN WK JIeKapcTBeHHO-uHAyHpoBanHbelid DK -natreps I Tuna +++
Oparmenrtanus QRS-KoMILIekca ++
DK -narrepr Cb B HMKHHX U JaTepabHBIX OTBEICHUSIX> ++
J-BONTHA B HWKHHUX U JIaTepPaIbHBIX OTBEICHHUAX® ++
VanuneHnbtid uHTEPBAN T o7, +
Bricoxwii 3yber R B aVL —/+
upoxuit QRS-KoMILIEKC —/+

PazButne ®X

Hannune nro6oii mytanuu B rene SCN5A -
MyrTanus ¢ yceuenueM B reae SCN5A +
Veemnmuenne DK -narrepHa npu ¢pusndeckol Harpy3ke +
Bpewms nposiBnenns OKI'-natrepna | Tuna npu XoaTepoBCKOM MOHUTOPUPOBAHUHU +

! ®akTOpBI pHCKa Pa3BUTHUS CEPACUHBIX COOBITHIA: BHE3AMHOM CEPICYHON CMEPTH, KEIYIOUKOBBIX apUTMHIA.

2Cumnromsr: BCC > o06Mopok > 6eccumirromuoe tedenne (BCC — naubosiee cepbe3HbId IPETUKTOP).

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

[Ipumeyanus.

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

CB — cunnpom bpyrana; [I9C — nporpaMmmupoBanHas anekrpuueckas crumyssinnst; @K — Guopruisus xKery0uKoB.

Tabnuya 3
[kana crparuuKanum pucka

dakTOp pHCcKa

epenecennas BCC 4

Ipumeuanne: BCC — BHe3amHas cepaedHas cMepTh; KA — jkelymodKoBas apuTMUst.

CCTO/IHSIIHUN JICHD SIBJISCTCS UMILIAHTAIUS Kap-
nnoseptep-nepuodpumstopa (KB/). Cormacho
KJIIMHUYECKUM pekoMeHaanusM EBpormeiickoro
oOmectBa Kapauonoros ot 2015 roxa, uMriias-
taius KB/ pexomeHnayeTcs BceM MalHMeHTaM C
CBb, nepenectium BCC n/unu uMeromuM B aHa-

MHe3e crioHTaHHyio yctoiuuByio XT (kmace I);
MOXET OBITh MMIUIAHTUPOBAH MalUeHTaM Co
cnontanubiM DKI-marteprom | Ttuma m odmo-
pokamu B aHamHe3e (kiacc Ila), a Taxoke Moxer
paccMaTtpuBarbest 'y nmauuentoB ¢ KT, nHaynu-
PpOBaHHOM NMPOTrPaMMHUPOBAHHOMN JIEKTPUUIECKON
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CuHppom bpyrapa

beccumnTomHoe
Te4yeHne

BCCBroa

BCC

CnoHTaHHbI QKT -naTTepH
[ Tna

YunTbIBaIOTCA MOMOBbIE,
BO3pacTHble napameTpbl KT
1 3NeKTPOChn3NONoruyeckoe

uccnenoBaHue

~
-

v

0.35%

0.8%

BosamoxHa
uvnnaHTaums KB

Lm?i//

Puc. 2. UmnnanTanus kapauoseprepa-aedudpmistopa (KBJ]) B 3aBUCHMOCTH OT pUCKa BHE3aITHOW CEpACYHON CMEpTH

(BCC)
CumnTOMHbIE n |
NaLmMeHTbI, UMetoLLme ;;‘F'emb' ¢ 1 Tvrnom BeccumnToMHble
| Tan 3K - oo MauneHTsl ¢ XKT naLyenTs! ©
N3MEHEHWN, Hel KOTOpBIX Hej HOVLM OBaHHOV’I Hej nekapCTBEeHHO-
KNUHUYECKYI0 CMepTb | Habnioganuce g ﬂy”'n%C “|  wHayuMpoBaMHbLIM
B aHaMHe3se unm CUHKONAnbHbIE | TMNOMm
3aperucTpupoBaHHyIo COCTORHMA OKI-n3meHeHNi
KIIOK BcneacTaue XX
fa fla fa [a
LT RET accml\g:m:;ancn
ucnonb3osaH KB P ME&

Puc 3. UmmnanTtanus kapauoseprepa-aedudpumisropa (KB/1) npu cunnpome bBpyraga B COOTBETCTBHM ¢ KIMHHIECKUMHU
pexomennanusamu Esponetickoro obmecTsa kapauonoros. XKT — xemynoukosas taxukapans; [I19C — nporpammu-
poBanHas »nekTpudeckas cTumynsnust; XK — pubpmmrsaus xemygodos; MK/l — uMmiaHTHpyeMbIii KapAnOBEp-

Tep-nepudpuIIsTOp

crumyisiiuet (I19C), B IByX TOYKax ¢ ITOMO-
IIbIO OJIMHAPHBIX HIIU JIBOMHBIX IKCTPACTHMYJIOB
(knacc IIb) (puc. 3) [2, 27, 31].
MennkaMeHTO3HOE JICUCHUE 3aKII0YaeTCs BO
BHYTPUBEHHOUW MH(Y3UH XUHHUIUHA U U30IIPOTE-
peHosia IS KYNUPOBAaHHS W IMPEAYIPEKICHUS
HEIpEPBIBHO peruauBupyrommx XA, npuBoas-
IIUX K «IJIEKTPUYECKOMY IITOpMy». B wmccie-

JOBaHUAX OBLIO IOKA3aHO, YTO HU3KHE I03bl
xunuauHa (300-600 mr) s¢dekTHBHO TpPeaoT-
BpAIlalOT CIIOHTAHHBIN penuanB KA B TeueHue
JUTUTENBbHOTO nepuoaa y namueHTos ¢ Cb u mo-
TyT IPUMEHSTHCS KaK JOMOIHUTENbHAs Tepanus
npu uMmmiantauun KBJI, a Takke B kadecTBe
OCHOBHOTO METO/ia JICYEHUs NP HAJIMYMUU Yy Ma-
LUEHTOB MpOoTHBONOKa3aHui Kk Tepanun MK]]
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(xmacc Ila). Kpome Toro, pekoMeHIyeTcs mpume-
HATb XUHUAMH y MAllUEHTOB C PELUIUBUPYIOIIHN-
mu UKJ]I-mmokamu, «3IeKTPUYSCKUMH OypsMI»
1y OECCUMITOMHBIX TALIUEHTOB CO CIIOHTAaHHBIM
OKT'-narrepHom I Tuma B kauecTBe ajibTepHATH-
BBI «IJICKTPUICCKUX OYypH» [29].

Karetepnas aOmsauus sBIsETCs €LIe OIHUM
meronom neuenuss Cb. CormacHO KIMHUYECKUM
pexomennanusimMm AHA/ACC/HRS ot 2017 rona,
KaTeTepHas aOisuuss TpUMEHSIeTCS U Jieue-
HUS TAlMEHTOB C «JIEKTPUYECKUMH IITOpMa-
MU» B aHaMHe3e u/mim yacteiMu MK/I-mmoxamu
(xmacc I) [10].

Bcem manumentam ¢ CBb pekoMeHOyrOTCs
CJeAyoINe U3MEHEHHUsl o0pa3a XKU3HM: n30e-
raTb IpueMa JICKapCTBEHHBIX IPEnaparoB, KO-
TOpbIE MOT'YT IPUBECTH K JIEBALMU CETMEHTa
ST OKI' B mpaBbeIX mpeKapaualibHBIX OTBEIe-
HUSIX, U30eraTh 4Ype3MEpHOTO YIOTPEOICHHUS
aJIKOTOJISI, TaKXKe HEeOoOXOAMMO HEMEIJICHHOE
NPUHATHE Mep JJIsI CHM)KEHHUS TeMIlepaTyphl
Tejla MPU BOSHUKHOBEHHUH JIMXOPAJKH JTIOOO0T0
reuesa [5, 24].
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