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BpoxkaeHHbIM CUHAPOM yanuHeHHoro nHTepeana QT aBnseTcs natonoruen, TpedytoLer 0coboro BHUMaHWS 1 3HaHWI No 6e30nacHoCTH 1 3 hekTnB-
HOCT MPUMEHEHWS Pa3NMYHbIX MpenapaTtos. YanuHeHve vHTepeana QT B Cuy BPOXAEHHbIX AN NPUOOPETEHHBIX MPUYMH ABSETCS BAaXHbIM
(hakTOpOM B Pa3BUTUM HEBNArONPUATHOMO XM3HEHHOTO NPOrHO3a C POPMUPOBAHNEM AAHHOTO CUHAPOMA. MpY HEBNAroNPUATHOM TeHEHUM NaLUeHTbI
CTPafatoT OT NoTepb CO3HAHWA, SNM30L0B TaxMKapaMK, HePeAKO Pa3BMBAETCS YCTOMYMBAsA NONMMOPdHAs Xenyao4KoBas TaxmMkapans. PUck BHe3anHow
CcepaeYHor CMepTV NpW AaHHOW NaToNormm MoxeT BapbnpoBaTh oT 0,33% [0 5%. Y nuu, nepeHecLuux anNmn30L4 0CTaHOBKM CepaLa, 1 He MMEIOLLMX
NMOCTOSIHHOW Ha3HaYeHHOW aHTUAapPUTMINYECKOM Tepanium, NetanbHoCTb focturaet 50% B Tederre 15 neT. MpodunakTndeckoe HasHa4YeHne aHTUapuT-
MUWYeCcKMX NpenapaToB 3PMeKTUBHO He Bceraa. [MonoXMTeNbHbI pe3ynbraT NedeHVs 3aBUCUT OT TAXKECTU CUHAPOMa YAIMHEHHOro MHTepBana QT 1 oT
€ro MonekynsapHO-reHeTM4eCcKoro BapmnaHTa. beta-agpeHobnoKaTopbl HacTo HasHaYaloT NaLmMeHTaM Pa3HOro Bo3pacta Npw pasnmyHom KapanansHom
naTonorm, B ToM Y1cre, 4ns NpodUakTUKA apuTMmmM Npu CUHOPOME yanMHEHHOTO MHTepBana QT. beta-aApeHObNOKaTopPbl OTIMHAIOTCS MO Pa3fNHHbBIM
hapMaKoKMHETUHECKMM 1 (hapMaKoAMHaMUHeCKM NapameTpam (MMnohuninbHoCTb,/ IMAPOMUIBEHOCTb, CENEKTUBHOCTb, ANMTENbHOCTb AEACTBISA, Ha-
nnYKe /OTCYTCTBIUE BHYTPEHHEN CUMMNATOMUMETUYECKOM aKTUBHOCTI), YTO, HapsiAy C MOMEKY/SPHO-reHeTUYeCKMM BapyvaHTOM 3a0oneBaHus, MOXeT
NOBANATL Ha WX 3DEKTUBHOCTL 1 6E30MACHOCTL NPY pacCMaTPUBAEMOW NaToNorMn. B aaHHoM 0630pHOM CTaTbe M3M0XKeHb! pe3ynsTaTbl OCHOBHbIX
KPYMHbIX MCCnefoBaHni no 6e3onacHoCTV 1 3hheKTUBHOCTY MPUMEHEHNSs pa3Hbix NOArpynn 6eta- agpeHoOnoKaTopoB NPV PasfmnYHbIX BapyaHTax
CYHAPOMa yOnMHeHHOro MHTepBana QT. OnpeneneHsbl NpeanoYTUTeNbHbIE OeTa-afpeHobNoKaTOPbI MPY PA3IUYHBIX MONEKYSPHO-reHETUYECKIX Ba-
pUaHTax CUHAPOMA, laHa CPaBHUTENbHAN XapaKTEPUCTIKA STHX SleKapCTBEHHbIX CPEACTB MO X 6e30MacHOCTU 1 NPOMUNAKTUHeCKOM SPMEKTUBHOCTL.
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Comparative Characteristics of Beta-Blockers in Patients with Congenital Long QT Syndrome
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Congenital long QT syndrome is a pathology that requires special attention and knowledge about the safety and effectiveness of various medications.
Prolongation of the QT interval due to congenital or acquired causes is an important factor in the development of an unfavorable life forecast with the
formation of an elongated QT syndrome. With an unfavorable course, patients suffer from loss of consciousness, episodes of tachycardia. Often, stable
polymorphic ventricular tachycardia develops. The risk of sudden cardiac death in this pathology can vary from 0.33% to 5%. In people who have
suffered an episode of cardiac arrest, and do not have a permanent prescribed antiarrhythmic therapy, the mortality rate reaches 50% within 15 years.
Preventive administration of antiarrhythmic drugs is not always effective. A positive result of treatment depends on the severity of long QT syndrome
and its genotype. Beta-blockers are often prescribed to patients of different ages with various cardiac pathologies, including for the prevention of
arrhythmia in long QT syndrome. Beta-blockers differ in various pharmacokinetic and pharmacodynamic parameters (lipophilicity /hydrophilicity,
selectivity, presence/absence of internal sympathomimetic activity), which, along with the variant of the disease genotype, can affect their effectiveness
and safety in the considered pathology. This review article presents the results of major studies on the safety and effectiveness of different groups of beta
blockers in various variants of long QT syndrome. The preferred beta-blockers for various genotypes of the syndrome were determined, and a comparative
characteristic of beta-blockers for their safety and preventive effectiveness was given.
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BeegeHune cermeHT ST (nNnato penonsapusaunn) 1 3ybeu T (koHevHasn

MHTepBan QT — OTpe3oK Ha 3nekTpokapauorpamMme, penonapusauma Mruokapaa). YannHeHve nHtepsana QT
OTPaXKAIOLLMW SNEKTPUHECKYIO CUCTOSY XXENYA0HKOB CEPALA B CUY BPOXAEHHbIX I MPUOOPETEHHBIX MPUYMH SBIISETCS
[1-3]. OH BktoYaeT B cebs komnnekc QRS (bbicTpas Oe- BaXKHbIM (hakTOPOM B Pa3BUTUM HEDNIAroNPUATHOTO X3~
nonspM3aLmns U HavalbHas penonsapusaums Mmuokapaa), HEHHOrO NPOrHo3a C POPMMPOBAHMEM CUHAPOMA YANN-

HeHHoro nHTepsana QT [1, 4-9]. OueHuUTb ero pacnpo-
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nopcyeTaM oHa cocrasnset ot 1:2000 po 1:10000 cny4aes
[10-12]. CuHopOM yanmHeHHoro nHTepBana QT aBngeTca
OCHOBOW C1HApPOMOB PomMaHo-Yopaa, AHaepceHa, Tumotn
n xepsenna-JlaHre-HunbceHa [ 12, 13]. Ha Tpyvi OCHOBHbIX
13 15 MonekynapHo-reHeTnyecknx sapuaHtos (LQTT,
LQT2 1 LQT3) npuxoamntcs bonee 80-90% nuy ¢ 3ape-
rMCTPUPOBAHHBIM CUHOPOMOM YANVMHEHHOIO MHTEpPBasa
QT [14]. MpW NepBOM 13 HUX HaDMOOAETCS MyTaLMs B
reHe KCNQT, npuBogawas k bonee onutenbsHOMY OT-
KPbITUIO MeAJIeHHbIX KaJIMEBbIX KaHANOB |y, M YONIMHEH IO
asbl penonspusaumn xenygodkos [15]. Mpy BTOpOM
natonorus Habniopaetcs B reHe KCNH2, oTBeTCTBEHHOM
3a ObICTpble KanueBble KaHasbl, C nocieaylowmm bonee
PaHHVIM MX 3aKpbITUEM 1 3aep>XKOW penonapusaumnm s
xenygodkax [16]. B cnydae e TpeTbero BapmaHTta CuH-
apomMa nexut gedekt reHa SCN5A ¢ dopmupoBaHmem
CTOMKOrO BHYTPEHHEro HaTPMEeBOro Toka B ha3e mnato 3a
cHeT ly,-kaHana [17]. OnacHoCTb cHOPOMa YOJIMHEHHOTO
nHTepBana QT 3ak/io4aeTcs B pa3BUTUM (DaTasbHbIX apuUT-
MWW, Yallle B MONIOAOM BO3pacTe, B TOM YMUCe — Moauv-
MOPHOW XeNnyao4KOBOW TaxMKapAmMu TUNa «nmupysT» —
torsades de pointes, koTopasi MOXeT TPaHC(POPMMPOBATHCS
B (h1OPUNNIALMIO XKenyao4KoB. PUCK BHe3amHoWM cepaedHom
CMepTV NPW AaHHOW MaTONOrMM MOXET BapbMpOBaTh OT
0,33% 10 5% (Npu HanW4MM 0OMOPOKOB B aHaMHe3e)
[18]. Y Tex, KTO nepeHec 3nM30[4 0CTaHOBKM CepALa 1 He
MMEET NOCTOSHHOM Tepanuu, 3TM LUMUdpbl eLle Bbllle: B
TeyeHve 15 neT YacToTa NeTanbHbIX MCXOA0B MPU OTCYT-
CTBUW JOIMKHOIOo neveHms goctnraer 50% [19]. B cpenHem
exerofHas CMepTHOCTb OT CMHAPOMA YAJIMHEHHOTO VH-
Tepsana QT B CLLIA coctasnget nprmMepHo 4000 Yenosek
[20]. CuHapOM yannHeHHoro nHtepsana QT TpebyeT Mo-
andukaumm obpasa XU3HW. BonbHbBIM HeobxoaMMo:
1) n3beratb Nprema nNpenapaTos, yonuHsiowmx QT nnn
NPUBOAALMX K MOTEpe Kanus U MarHus; 2) ycTpaHsaTb
npoBouUupytoLLe hakTopbl apuTMm (bmsndeckmne Ha-
rpy3Kn, rpoMKme 3BykM). MaumeHTaM Takxe npodunak-
TUYeCKM Ha3HavaloTCd aHTMapuUTMMYeckre npenapartbl
(beta-agpeHobnokaTopbl [0eTa-AB], MeKCUNeTWH), pa-
HonasuH (B onpedeneHHbIX CUTyaUmsx), a Takxe onpe-
OenaoTcs nokasaHus K mMmnnanTtaunm KO nnu nesow
LerHO-rpyaHoM cumnatakToMumn [18, 21-26]. CornacHo
nocnegHUM pekomeHaaumsam European Society of Cardi-
ology cMHApPOM yannHeHHoro MHTepBana QT AnarHoctu-
PYeTca Npw yBEIMYEHNM KOPPUTMPOBAHHOIO MHTEpBasla
QT (QTc) >480 Mcek Ha MOBTOPHbIX 3MEKTPOKAPAMO-
rpamMMax Unm pucke no wkane LLsapua >3, nubo npu
BbISIBNEHMM Cneumndnieckor ans yKasaHHOM NaTonormm
MyTaL/ FeHOB BHE 3aBUCUMOCTI OT MPOLOIIKNTENIBHOCTU
QT [18, 27].

MpumMmeHeHMe beTa-agpeHOONOKaTOpPOB
beta-Ab 4acTo Ha3Ha4aloT NaLMeHTaM Pa3Horo Bo3pacra
npv PasnVYHON KapamManbHOW NaTtonoriuy, B TOM Yncie,

ANs IpoUNaKTUKM aQpUTMUM NPV CUHOPOME YOIVHEHHOTO
nHtepBana QT. LleHTpanbHyto ponb GeTa-Ab B Tepanuu
CYWQT ycraHoBunun elle B 70-x rogax npoLUsioro Beka
[19, 28]. beta-Ab cTaTnCTMYeCKM 3HAYNMO CHUXANW Ya-
CTOTY HEDNAroMPUATHBIX CEPAEYHbBIX COOBITUIA, B OCHOBHOM
Yy paHee CMMNTOMHBbIX NaumeHToB [28-33]. CornacHo aen-
cTByOWMM pekoMeHaaumam American College of Cardi-
ology/American Heart Association /Heart Rhythm Society,
NOKa3aHMSMM K Ha3Ha4eHWo OeTa-Ab SBNSeTCs yanuHeHme
QTc B nokoe >470 MC NPV HANUYUN UK OTCYTCTBUN
anmnTomos (knacc 1). Tepanuio Takke BO3MOXHO pac-
CMOTPETb 1 Npu bornee HU3KKX 3HaYeHnsax QTc B crydvae
NepcucTUpyIoLLer CUMITOMATUKA U /UM HaNN4Yns Bbl-
cokoro pucka HebnaronpuatHoro ncxoaa (QTc >500 mc,
MOJEeKYNAPHO-reHeTYeCkmMe BapmaHTbl cHapoMa — LQT2
1 LQT3, xeHwWmHbl ¢ LQT2, Bo3pact <40 net, BO3HUKHO-
BEHMe CMMNTOMOB B Bo3pacte fo 10 net n peunamsm-
pytoLme obmopokm) (knacc lla) [21]. OcHoBHOM 3chdekT
Oeta-Ab 3akJI04aeTcs B X CMOCOOHOCTU NOAABNATL BO3-
HUKHOBEHWE paHHMX (CnefoBbIX) MOCTAENoNspU3aLmn
33 CHET YrHETEHMA CUMNATUYECKIX BIVAHWIA, YMEHbLLIEHNS
TpaHCMypanbHOW AMCNepCcUm BpeMEHV PeNonfpr3aLmnm,
YTO CHUXKAET PUCK apUTMUIA U HECKOSNbKO YKOpa4MBaeT
nHTepBan QT [34, 35].

Beta-Ab otnm4atoTcA No pasnnyHbIM dapmMakokmHe-
TUYeCckMM (BKOYas NUNo-, rMapodUIbHOCTL) 1 hap-
MaKoAMHaMMNYeckM napameTpam (CenekTmBHOCTb, Ha-
nn4re/oTCYTCTBME BHYTPEHHEN CMMNATOMUMETUYECKON
aKTUBHOCTI), YTO, HapPALy C MONEKYNAPHO-TeHETUYECKIM
BapMAaHTOM, MOXET MOBMMATb Ha X aKTUBHOCTb Y NaLy-
€HTOB C CMHOPOMOM YAJIMHeHHOro nHTepBana QT [36,
37]. K npumepy, y nmu, ¢ LQT1, npy KOTOPOM B OosbLLEN
Mepe HabnoJaeTcs TOHYC CUMMATUYECKX HEPBOB, Tepanms
OeTa-Ab oka3anacb 3ddekTBHEE, YEM Y NALMEHTOB C
LQT3, y KOTOpbIX Takad Tepanms MOXET Aaxe MOBbICUTb
pucK atanbHom apnutMum [38-40]. B naHHOWM CTaTbe Mbl
oxapaktepusyemM 3PdeKTMBHOCTb Pa3nnyHbIx OeTa-Ab
MNPW PasnUYHbIX FeHeTUYeCcKUX MOArpynnax CUHAPOMa
YANMHeHHoro nHTepsana QT.

MponpaHonon no cBoewn CTPyKType ABMSETCS NMMO-
hUnbHbIM, MO CMOCOOHOCTU CBA3bIBATLCS C OeTa-ampe-
HOpeLenTopaMmn OH HeCENeKTVBEH, MEET KOPOTKMIA ne-
pvion nonysbiBedeHus. Ana 10-26% OonbHbix CYUQT
noTpeboBanachk 3amMeHa NPOMnpaHoiona Ha HagoNom Un
METOMPOSION, H4TO MOXET BbITb 0DYCNOBNEHO €ro YacTbiMU
NoBOoYHbIMK BAVSIHUAMM Ha LIHC, a Takxe HeyaoOHOCTbI0
npviema npenapata 2-3 p/cyt [31, 33]. bbino nokasaHo,
YTO NPOMPAHOSION CHYXXaN PUCK CUHKOMe U APY X OCIOX-
HeHu Tonbko Npm LQT1, a B cnyyae LQT2 n LQT3 3Haum-
MOIO BIINAHUA Ha MPOrHO3 He okasbiBan [41-43]. lMpwn
5ToM ObliNna NOATBEPXKAEHA aKTVUBHOCTL NPOMNPAHOMoNa B
NPenoTBPALLEHUM TAXENbIX XeyA04KOBbIX apUTMUMI Ha
XMBOTHOM Mofenu ¢ LQT3 [38]. Mo gaHHbIM Goldenberg
NponpaHonon okasanca MeHee 3PeKTUBHbBIM MO CPaBHe-
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HWIO C aTEHONOMIOM M HAZ0M0NOM B MpodunakTuke cep-
Je4HbIX CODbITUI Y NALMEHTOB BbICOKOTO prcKa (My>KHmH
B Bo3pacte o1 0 o 14 net ¢ LQT1; >eHLWWH B BO3pacTe oT
15 go 40 net ¢ LQT2) [42]. OaHako B UCCNeaoBaHUm
Zeitone C COaBT. npenapaT nokasan cebs xyxe BCero ¢
TOYKW 3PEeHNs NMPefoTBPaLLEHUA MOBTOPHbIX CEPAEYHbIX
cobbitni [41].

ATeHOJON ABNSETCS KapAMocenekTMBHbIM 0etal-Ab,
KOTOPbIN B MEeHbLUEN CTeneHW MPOHWKAET Yepes remMa-
TO3HUedannyecknin bapbep, YemM MponpaHonon. SToT
npenapat 3pMEKTUBHO CHUXKAN BEPOATHOCTb CEPAEYHbIX
COOBITUM Y MaLMEHTOB BbICOKOrO pUCKa NP CUHAPOME
yanMHeHHoro uHTepsana QT (cm. Bbilwe) ¢ LQT1 (p=0,008)
[42]. Tpw 3TOM ero 3Ha4MMOCTb MO OTHOLLeHMIo K LQT2
0OKaszanacb HaMHOro ckpomHee [43]. B nccnepoBaHnu
Steinberg ¢ coaBT. NpenapaT B MeHbLUEN CTEMNeHU YKO-
paymean QT, 4em nponpaHonon u buconponon [44].

Hanonon ncnonb3oBancs 3Ha4nTeNbHO pexxe no 60sb-
LUEN 4aCTW 13-33 CBOEWN OrpPaHMYeHHOM OOCTYMHOCTU BO
MHOTMMX CTpaHax, a TakXKe BbICOKOW CTOMMOCTY neveHus
(B Poccum npenapart He Npomn3BOAUTCS U LLUMPOKO He pac-
NPOCTPAHSETCS B aNTEYHbIX CETAX, MOXET ObITb Ha3Ha4eH
Ha OCHOBaHWUW pelleHuns BpadebHom komuccn). OH sB-
NAETCS rMOPOodUIbHbIM HecenekTnBHbIM beta-Ab ¢ onn-
TeNbHbIM MePMOLOM MONyBbIBEAEHUS U MpUMeHseTcs 1
p/cyt. Mpenapat obnafaeT cnocobHoCTbo Gr1OKNPOBaThL
ObICTPbIV TOK MOHOB HATPUIS, TaK Xe, Kak NponpaHoson,
HO He BMSIET Ha NO3AHUIM Tok HaTpwus [40]. Hagonon no-
Ka3asn 3Ha4MMOoe CHUXEHME pUcKa CepliedHblX COObITUM
He Tonbko npw LQT1T, Ho v npn LQT2 [41-43]. Mpw 3TOM
B MOCNeHeM CJly4ae BaXkeH ero LOKa3aHHbIA MNONOXM-
TenbHbIN 3P dEKT y NALMEHTOB BbICOKOTO pucka [42]. K-
TepBan QT OH yKOpa4MBas NpakTM4ecky Tak xe, Kak Me-
TONPOSON, HO Crlabee, Yem NponpaHonon [31]. XapakTepHo,
4YTO HaLOMON MPOLEMOHCTPUPOBaN 3(PHEKTUBHOCTL B
CHUXKEHNW Cepae"HO-COCYAMCTbIX OCIOXKHEHUIM U Npu 3-
M MONEKyNAPHO-TeHETUHECKOM BapyaHTe CUHOPOMA YAN-
HeHHoro nHTepBana QT, 4TO He OCTaBNseT COMHEHWN B
LenecoobpasHOCTM ero HasHa4eHWs BCEM NaLMeHTaM C
OaHHOW hopMom 3Ton KaHanonatum [45].

MeTonponon — cenekTuBHbIN beta;-Ab, KOTOpbIN MU~
HMUManbHO OeNcTByeT Ha no3gHue Na-Toku [46]. Ecnv B
PaHHUX HabmoaeHNsaX ero 3deKTMBHOCTL ObiNa comno-
CTaBMMa C aHanoramm M3 AaHHOW rpynnbl NpenapaTos,
TO B OOnee No3gHMX OTMeYeHbl MeHee BrnaronpusaTHbIe
pe3yneratel [28]. OH MMeeT Manyto akTUBHOCTb B Nnpef-
OTBpPaLLEHUM CEPAEYHBIX CODBITUM Y MALMEHTOB BbICOKOTO
pucka CYNQT [42]: Chockalingam P. ¢ coaBT. BbisBMIK
Oornee YacToe pa3BuUTe CUHKOME Ha POHE Nprema MeTo-
nponona y paHee CUMNTOMHbIX BOMbHBIX, B OTAUYME OT
Hagonona 1 nponpaHonona (29%, 7% n 8% cooTBeT-
ctBeHHO, p=0,02) [31]. BbiIo TakXKe yCTaHOBMIEHO, YTO
npenapar CHUXaeT 4acToTy KapAuasbHbIX COObITUS Ha
41% npn LQT1, Ha 21% npu LQT2 v He obnanaet 3Hauum-

MbIM BNMAHMEM Ha NaumeHToB ¢ LQT3 [43]. TeM He MeHee,
B OOHOM W13 MCCNefoBaHM METOMPOION OKa3anca Hau-
Oonee akTMBHbIM B MpenoTtBpalleHnn Taxensix CCO
(p=0,02), a Takxe Nny4lle BCEro CHWXan 4acrtoTy no-
BTOPHbIX CepaeydHbix cobbiTnit (p=0,04) [41].

Buconponon — ofivH 13 Harboree YacTo Ha3Ha4YaeMbIX
OeTa-Ab, He obnafaer npuvemMnemMor AoKa3aTenbHoOn
0a30¥ B OTHOLIEHNN CUHAPOMA YAMHEHHOTO MHTepBana
QT. B paborte Fazio c coaBT. nocnefoBaTeNlbHO Ha3HavanMch
nponpaHonon/Hafonon, a 3ateM duconponon. Sdhdek-
TUBHOCTb NMOC/IeOHero B NPeLoTBPALLEHNN CepAEYHbIX
COObITMI ObiNa Bbllle HECENEKTUBHbIX aHANIOroB, HO He-
Oonblion 0bbem BbIGOpKN (N=34) CHMXaeT AOCTOBEp-
HOCTb BbIBOZOB [47]. B ©onee kpynHomM HabnogeHun oT-
MeYeHO MOMOXMUTENbHOE BNUAHME OMconponona Ha MH-
Tepsan QT, cONOCTaBMMOE C TaKOBbIM MPY NPYMEHEHNN
Hagosnona. [py 3ToM Tonbko y ogHoro U3 114 naumeHToB
BO3HMK 3MM304, CMHKOMANIbHOrO COCTOAHUA C OOKYMEH-
TNPOBAHHbBIM MAPOKCN3MOM XeNyLO4KOBOW TaxmMKapamu,
4TO He No3BOJAET 0OBEKTUBHO CPaBHUTL 3PhEKT Npena-
paToB B MpodunakTmnke Taxenbix ocnoxHennn CYNQT
[44]. HeoOxoanmbl fanbHerme NccnegoBaHuns.

B 1abn. 1 nprBeneHbl OCHOBHbIe pPaboThl MO aHanm3sy
sacbbekTnBHOCTK DeTa-Ab B NpodunakTike 3nm1M3on0B
CYIHKONME V1 XKeNyN04KOBOM TaXMKapAMM, a Takoke BHE3anHOM
cepaeqHon CMepTy y MauMeHToB C CUHOPOMOM YAu-
HeHHoro nHTepBana QT. [1o31poBKM NpenapaTos He Oblnu
CTPOro yKa3aHbl 4J11 BCeX MaLlMeHTOB 1 B OCHOBHOM Mof-
OVpanncb MHAMBMAYANLHO C y4eTOM Macchl Tena. B Han-
Oonee KpynHOM mMccnegoBaHMK Zeitone ¢ coasT. y 157
NCMbITyeMbIX ObIO M3BECTHO A03MpoBaHWe Oeta-Ab: y
B3pOCNbIX — nponpaHosion 2,3%x1,5 Mr/Kr/neHb, Hafonos
1%0,8 mr/kr/geHb, metonponon 1,4x1,0 Mr/kr/0eHb
n ateHonon B go3e 1,0£0,7 Mr/Kr/neHb; y Aeten — npo-
npaHonon 2,1%+2,3 ™Mr/kr/neHb, Hapgonon 1+0,8
Mr/Kr/0eHb, Metonponon 1,2+0,9 Mr/Kr/OeHb 1 ateHonon
B nose 0,7+0,3 mr/kr/gens [41].

Hacroswas cutyaums ¢ BbIOOPOM TOrO MIM MHOMO
Oeta-Ab y naumeHTa C CUHAPOMOM YASIMHEHHOTO UHTEP-
Bana QT ocTaeTcs He 40 KOHLA ONpefeneHHoM B Cuily OT-
CYTCTBUA KPYMHbIX PaHAOMU3UPOBAHHbBIX KIMHNYECKMX
NCCNefoBaHUIA 1N KIMHUYECKX OCODEHHOCTEN 3TON He-
yactow natonoruu. K nprmepy, 665bLas 4actb Myonmkaumn
Ha 3Ty TeMaTWKy OCHOBbLIBAETCA Ha PETPOCMEeKTUBHOM
aHanmse npenMyLLecTBEHHO MOSIOAbIX NALMEHTOB B BO3-
pacte o 15-16 net. Bce 0CnoxHAETCa TeM, HTO Tepanus
y Kaxporo 60fbHOro HadMHanacb B pasHbIA Nepuop,
KU3HM, NPW 3TOM JOCTOBEPHO M3BECTHO, YTO C BO3PACTOM
YBEJIMYNBAETCS KONMYECTBO COMYTCTBYIOLLMX 3a00neBaHNN
W1, COOTBETCTBEHHO, NMOTPEOHOCTb B Ha3Ha4YeHWn OeTa-Ab
pacteT. Kpome TOro, MHorve 60bHble MOryT NPUHUMATh
Apyrve npenapatbl, AOMOMHUTENBHO yanuHawowme QT,
TeM CaMbIM HUBeENMPYs 3PdeKT oT NPodUNaKTUHECKON
Tepanuu [33]. Tak, WIMPOKO MCNOSb3yeMas KOMOUHaLMS
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Table 1. Comparative efficacy of beta-blockers in patients with prolonged QT interval syndrome
Tabnuua 1. CpaBHUTeNbHas 3hheKTUBHOCTL beTa-aApeHObNoKaTOPOB y NaUUEHTOB C CUHLPOMOM

yAJMHEHHOTO UHTepBana QT

lMauneHTbl C BO3HUKLLMMMU Ha oHe
6era-Ab CCO (%)
WccnepoBanne Mpenapat MauneHTsbl, CpegHun CpepHsis Co Bcemm C TxenbiMu MauwveHTsbl,
nonyyaiowyme  BO3pacT  ANUTENbHOCTb  OCIOXHEHUSMU* OCNOXHEHUAMU**  CMeHMBLLMe
Geta-AB (n)  nauueHTa  HabnopeHus (MrB) (MrB) npenapar
(net) (net) (%)
Chockalingam c coast. [31]  MeTonponon 147 29%! 3%t -
Mponpaxonon 134 14 5 8% = 10% Ha meTonponon
Hamonon 101 7%t - -
36% (LQT1)
MponpaHonon 679 28% (LQT2) Beeroy 12%3%
Beeroy 40%z
20% (LQT1)
AreHonon 441 25% (LQT2) Bceroy 4,3%%
. Beeroy 24%
Zeitone ¢ coasT. [41] 14,9 32 y 243 He yxasaHa
18% (LQT1)
Hanonon 259 9,2% (LQT2) Bceroy 3,1%%
Beeroy 17%z
MeTonpornon 151 15% (LQT1)
22% (LQT2) Beeroy 0,7%%
Beeroy 17%z
buconponon 59 19 4 1,7% -
Steinberg c coasr. [44] AreHonon 39 5,1% - -
Haponon 16 - -
* — Bce 0CNOXHeHuA — TAXeNble OCNOXHEHIA, @ TakKe CUHKOMalbHble COCTORHIA 1 3MM30[bl XENyI04KOBON Tax/KapauiA.
** — Taxenble OCTOXHeHVA — pa3paz UMMNaHTAPYeMoro KapavoBepTepa-AeduOpUANATOPa, NpepBaHHas OCTaHOBKa CEpALia, BHE3aNnHas cepaeyHas CMepTb.
+ - NPOLIEHT Cpezvt paHee CUMMTOMHBIX MaLiverTos (nponpatonon [n=51], Metonponon [n=35], Hagonon [n=15]). Cpeay paHee acuMIMTOMHbIX GOMbHbIX He HaBMIOAANIOCh HYKAKIIX CEPREYHbIX COBBITUIA.
+ — KOHEYHOE YN0 MALIMEHTOB BbINO HIXe HAYanbHONO, TK. O3BONANIOC MPEKPATIATL MPYEM WM CMEHNTH DeTa-Ab. YkasaHsl TONbKO NepaitdHble KoHeuHble Toukw (CCO).
CCO - cepmeyHo-cocyancTble OCNOXHERNS

TMOPOKCUXIIOPOXMHA M a3UTPOMULMHA MPU NIeYeHUn
COVID-19 yBennumBanu nHtepsan QTcC y naumeHToB Oe3
CMHAPOMa yaSIMHeHHoro nHTepeana QT ot ba3oBoro cpef-
Hero 3Ha4yeHns 435+24 Mc Lo MakcMansHoro 463+32
MC, @'y AeBaTM 13 HUX (11%) undpbl faxe NpeBbILLanm
500 mc [48]. DddhekTMBHOCTL Tepanun beta-Ab MoxeT
0Ka3aTb BNVIAHME Ha MPVIBEPXXEHHOCTb MAaLVEHTOB U1 UX
MOTMBALMIO K Ne4eHuio [49], 1 BaXXKHO OTMETUTb, YTO MO-
NeKyNAPHO-reHeTNYECKN BapUaHT TakKe MOXKET MOBNUATb
Ha 1cxof, Tepanum 6eta-Ab: NOBbILEHHbIV CUMMATUHECKNIA
TOHYC ycyryonset paboTy OedekTHbIX KanmeBbiXx TOKOB
npv LQT 1, NO3TOMY CHUXEHME ero okasblBaeT bnaronpu-
ATHOE BIIMAHME Ha KIIMHNYECKYIO KapTUHY Y MaL/eHTOoB
[50]. B otnunyme ot nepow nogrpynnsl CYNQT npw BTOpon
pexke BCTPeYaloTCs CepAeYHble CODbITUS, BbI3BaHHbIE SMO-
LMOHamNbHbIM CTPECCOM, FPOMKMMU 3BYKamu (1nu faxe
B MOKOE), Y4TO MOXET 0O6BACHUTL HyTb MEHbLLNIA OTBET Ha
nedveHne Geta-Ab [51, 52]. TeM He MeHee, 3TOT BOMPOC
He 10 KOHLA M3y4eH 1 TpebyeT AanbHenLLMX HabnoaeHN .
YT10 KacaeTcs TpeTbero BapraHTta CMHAPOMA, HeOOCTaTOK
MHpOPMaLMM B Nonb3y CBA3M MyTauum reHa SCN5A un
aflpeEHEPrMYecKUX BAMSIHUIA He NO3BONSET CAenaTb Ka-

K1e-nnobo 3aKJIl04YeHA OTHOCUTENBHO MNATOreHETNYECKON
AKTUBHOCTW yKa3aHHOW rpynnbl npenapatos [53]. Cneayet
TakxXe ObITb BHMMATENIbHbIM MPU Ha3HadyeHun Oeta-Ab
OepemMeHHbIM XeHLLMHAM, Y41TbIBas X HebrnaronpusTHoe
BMSIHME Ha NNOf, H4TO, OAHAKO, He ABNAETCSA NPOTUBOMO-
Ka3aHMeM K UX MPUMEHEHMIO B TeYeHe BCero neprona
rectaummn (knacc I) [54, 55]. CornacHo pekomeHaaLmsam
European Society of Cardiology 113 BbilLeonucaHHbIx OeTa-
AB TONbKO NpPOMNpPaHoon, Hagonos, MeTonponon 1 ou-
COMpPOSION OTHOCATCS K KaTeropuu besonacHoctn C ne-
KapCTBEHHbIX NpenapaToB npun 6epemMeHHOCTH, B TO BpeEMS
Kak aTeHonon umeeT Gonee XyALIWIA NMPOrHO3 Ha Miof,
(kateropus D). TakMM naumeHTKaM pekoMeHOyeTcs Ha-
3Ha4aTb HecenekTMBHbIE MpenapaThl NP HANNYMUM CUMM-
TOMOB B aHaMHe3e (CuHKOMe, BHe3anHas cephevHas
CMepTb, anNmn3obl torsades de pointes), B 0CTabHbIX Cy-
4afgX MOXHO PaCcCMOTPETb WX CeneKT/BHble aHanoru [55].
HTEpecHo, 4To YMCIOo cepaeYHbIX CODbITUN BbilLie Hemno-
CPEeACTBEHHO Y MWL, B MOCNEpOA0BOM NEPUOAE, MOSTOMY
Npviem 6eta-Ab gonxeH ObiTb 06s3aTENBHBIM Y AaHHbIX
NnaLlneHToB C CUHOPOMOM YANUHEHHOrO MHTepBana QT
[56].
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3aknoyeHue

TakvM 0Opa3oM, Ha OCHOBaHWM N3yHeHHOW TMTEpaTYpbI
MOXHO 3aKMoYUTb, 4TO HamMbosnee 4acTo Ha3Ha4aeMblIv
NPOMPaHooN y NaLMeHTOB C CUHOPOMOM YANMHEHHOTO
MHTepBafia QT NOCTeNEeHHO YTPaymMBaEeT TMANPYIOLLME No-
31UMM Mo 3PPEKTUBHOCTA, TakK KaK ero 3Ha4MMOoCTb OT-
MedeHa npenmyllectBeHHo nmpu LQT1, a cnocobHocTb
npenoTBpaLlaTh NOBTOPHbIE cepAeyHble cobbiTus Obina
MeHee 3aMeTHa Cpefin 0CTanbHbIx beta-Ab. B otnnyme ot
Hero HaZloNnon, akTMBHOCTb KOTOPOro Oblna ycTaHOBMEHa
NMpW BCEX TPeX OCHOBHbIX BapuaHTax CUMHOPOMa ya/u-
HeHHoro MHTepBana QT, obnagaet Gonee GNaronNPUATHLIM
apmakonornyecknm npogunem. ATeHoNnon CTonT pac-
cMaTpuBaTh Npu Tepanunuy naumeHtos ¢ LQT1, npu s3Tom
ero adeKkTrBHOCTL Npu LQT2 BbipaxeHa MeHblUe. Me-
TOMnponon, npenapat 13 Yucna Havbonee 4acTo HasHa-
Yyaemblx 6eta-Ab, MMeeT MPOTUBOPEUNBbIE AaHHbIE MO
cBoen 3hHeKTUBHOCTM, HTO TpebyeT AanbHEerLIVX Ha-
ononeHun. buconponon He MeeT fokasaTtenbHon 6asbl
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