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PEMDEPAT Peskoe npekpainenue 3¢ppeK TUBHOI cepaedHoil AeaTeJIbHOCTI, KaK MPaBILIO, apUTMITYeCKOI IPUPOIbI,
CIOCOOHOE MPI JOCTATOYHON HPOIOJIKNTENIHLHOCTY IIPUBECTI K CMEPTH B JIIOOOM BO3pacTe, OTHOCAT K CUHIPOMY
BHe3amnHoi1 cepaeunoii cmeptu (BCC). Esxxerogno Toapko B CIIIA peructpupyercs okojio 400 000 caygaes BCC,
npuYeM ocjie peaHMManIOHHbIX MEePOIPUATHI BEIsKIBaeT He 0oJee 5% nanuentos. Yacrora BCC B momy s
3aKOHOMEPHO YBEJIMYIBAETCS ¢ BO3PAaCTOM IIPOIIOPIIIOHAIBHO PACIIPOCTPAHEHHOCTH UILIEMIYIECKOIT 00JIe3HM cepi-
1a — HanboJiee 9acToli MPMYNMHBI BHE3AITHON OCTAHOBKN cepana. OJHAKO HEKOTOPOE MOBBIIIIEHNE BCTPEIAEMOCTI
BCC nabaromaercsa B Boszpacte 10 5 jet u cocraBisaeT 17 caygaes Ha 100 000 HaceaeHns. ITOT MUK MPUXOAUTCS
HAa JI0JII0 BPO3KIEHHBIX MOHOT€HHBIX aPUTMOT€HHBIX KaHAJIONATIIA, ¥ CJIydan 3T, HECMOTPS HA X OTHOCUTEJIbHYIO
peaKocTh, 0e3ycaoBHO, HanboJiee Tparnunbl. Hemocpencreenunie mpuanab! uim mexaansmosl BCC yansepcaabHBL
Kak npaBuiio, 370 apurMn4eckas CMepTh, B OCHOBE KOTOPOI1 JIEKAT KEJLyJOYKOBbIE TaXNAPUTMII — yCTOINYNBAa
skeaympouroBasi taxukapaua (JKT) wiun pubpmnsauns kexynourkos (PiK). Bpaguapurvmnm un siekTpoMexaHm-
YecKasi AMCCONUANsA COCTARIAIOT He 0oJiee 40% BcexX permcTpupyeMbIX OCTAHOBOK cepjua U Jamie SABJISIIOTCS
MCXOA0M Ha3zBaHHBLIX apuTMuii. CoBpemeHnHsbie npeacrasaeHns o mexaanndmax BCC ocHoBaHBI Ha JeCATIIETIAX
(pyHIaMEeHTAIBHBIX NCCJIEAO0BAHNIT B 00JIaCTH HOPMAJIBHOI 3JIEKTPO(PI3MOJIOTIN CEPALA, MOJIERYISPHOIT (huzmo-
JIOrMM MOHHBIX KaHAJOB MUOKaP/a, HaTO(U3NOJIOIMI aPUTMUIT HA KJIETOYHOM U TKAHEBOM YPOBHE, B TOM YMCJIE
IPU OCTPOI MIIEMIUN MIOKAP/AA, MOJEKYJISAPHOI reHETUKY MOHOTE€HHBIX PAaCCTPOIICTB, JIesKaIIX B OCHOBE 3J10-
KaYeCTBEHHBIX HAPYIIEHUII pUTMa cepana (Hampumep, Ipu BPOKIeHHOM cuHapome yaiaunaeaaHoro QT). Itu pa-
00THI (hopMUPYIOT NATODU3UOIOTNIECKYIO OCHOBY, IIO3BOJIAIONIYIO IIPU TINATEJIHHOM 00CJIeJOBAHU BHIABIATH
MPeAPACIIONIOKEHHOCTh K PAa3BUTUIO (DATAIBLHOTO COOBITUS 3a/{0JIr0 A0 €ro Bo3HuKHOBeHusA. Hacrosmumit 0630p
OTpasKkaeT COBpEMEHHOE MpPeACTABJIEHIE O MOJIeRYJIsipHO-TeHeT9ecknx ocHoBax BCC. Ilogpo6Ho paccmoTpeHbI
BPOKIEHHBbIE KaHaJonaTum: cuaapom yaanaeanoro QT, cuaapom Bpyraga, cuaapom ykopodeHHOr0 NHTEpBaJa
QT, kaTexoJaMUHE PrYecKasi HoJIMMOPQPHAA KeJYJOYKOBAA TaXVKAPINUS, UAVNONATINYECKAasT (U0 prLIsamis sKery -
JIOYKOB, a TaKyKe apUTMOreHHAasi JUCILIA3IA IIPABOro 3KeJIyA0YKa, CTPAaTU(UKALMA PUCKA U IIy T MPO(PIIaKTUKN
3T0oro paTaJbHOr0 OCJOKHEHNSI C IIOMOIIbI0O COBPEMEHHBIX TEXHOJIOTUII (B TOM 4YIICJI€ MMILIAHTIPYEMbIX Kapau-
oBEpPTEPOB-1ePUOPUILIATOPOB).

KINHOYEBBIE CJIOBA apuTMoreHHasi AUCILIA3VS MIPABOTO KeJIyT0YKa, BHE3AIMHAS cepAedHas CMePTh, UMILIAHTIPYe-
MBIl KapauoBepTep-aepudpuLIsTOP, MOHOTEHHBIE KAaHAJIONATIN, CUHAPOM yAJInMHeHHoro naTepsaga QT, cuaapom
Bpyrana.

CMUCOK COKPALLLEEHMA ATIIHK — apuTMoreHHasa AuUCIIas3us mpaBoro skeaynouka; BCC — BHe3anHasa cepied-
Hasg cmepTh; IBC — numemmnueckas 6oae3ub cepaua; KB — umMmiianTUpyeMblii KapaunoBepTep-aedud pniisi-
Top; RIIZKT — karexosamuueprudeckas moanmMopgHasi skeaygoukoBas taxunkapaus; JIdK — neswlii skemymo-
yek; MPT — marautHo-pe3onancHasa romorpadus; KT — skeaxynourosasa raxnkapaus; Cb — cunapom Bpyrana;
CIIP - capromnazmatugecknii peturyiaym; @B JITK — dopakmms Bpiopoca jesoro skeaymouka; PR — dpubpmisa-
s skeaynoukoB; XCH — xponmgeckas cepaednasi Hegocratounoctb; IKI — snekrporapamorpadmsa; IM]L — sirek-
Tpomexanndeckas pucconuanusi; AP — snekrpodunsznonorngeckoe ucciegosanne; HCN-kanaant — hyperpolar-
ization-activated channels — kananbl, akTuBUpyemsblie runepnossipusamnueii; LQTS — long QT syndrome — cuagpom
yaaunensoro natepsaiga QT; SQTS — short QT syndrome — cuaapom ykopodensoro narepsaja QT.
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BBEOEHME

Tepmuu BHesanHaa cepreuyHas cmeptsb (BCC) ncnosb-
3YIOT AJ1s 0003HaYEHNA JIeTAJIbHOTO VICX0/a, HACTYIIUB-
LIIEro IPEeAIIOJNIOKITENBHO OT KapAMaJIbHbIX IPUYNH
B TedeHMe 1 4 rocJie HadaJa OCTPBIX CUMITOMOB [1].
Kak npasuiio, HerocpeACTBEHHO IPUYNHONM TAKOTO MUC-
X0Jla ABJIAITCA HAPYILIIEHNA PUTMa CepAlia: KeTyI0d-
koBada Taxurapana (KT), dubpuiamanmsa ey 0uKoB
(D), KoTOpBIEe HAPYLIAIOT HACOCHYIO (PYHKLVIO CepL-
11a, IPUBOJA K OCTPOMY HapYIIEHNIO KPOBOOOpaIleHUA
Y, IPY TOCTATOYHON ITPOJOJIKUTEIBHOCTH, K HeoOpaTu-
MBIM IIOCJIEACTBUAM C JIETAJbHBIM McXonoM. Esxeroqnasa
gyacToTa BCC B CIITA 1o IaHHBIM aMepPUKaHCKUX pe-
rucTpoB coctaiasgeT 50—100 ma 100 ToIic. HaceseHnsa [2]
ny oxkoJio 350—400 Teic. cayuaeB B rog [3]. B Poccun
uncJygo peructpupyembix esxxeroguno BCC cocraBiaeTr
200—250 TeIC. cory4aes [4].

Boabmasa vacte BCC (75—80%) perucrpupyercs
cpeliu B3POCJBIX JIIOJEN U CBA3aHa C UIIeMUYeCKO
6osiesubio cepana (VIBC). Ocrtpelit nepuon nHpaprTa
MMokapza Haubosiee yA3BMM B OTHOIIEHUN Pa3BUTUI
JKeJIyJOYKOBBIX HapylleHuil putMma. COTJiacHO MOy JIsa-
LMOHHBIM MccaenoBaumaM, yactora BCC usmensercs
€ BO3PaCTOM IIPONOPIMOHAIBLHO PACIPOCTPAHEHHOCTI
VIBC. Tak, no 35 setr Bctpewaemocts BCC MyuHMMaJIbHA
(mo nrectu caydaen Ha 100 ThIC.), IOCTENIEHHO yBeJIMUN-
BafCh B CpelHel U cTaplileli BO3PacTHOM IrpyIIe 1 Jo-
cTuras Makcumyma — 346 coydaes Ha 100 ThIiC. — cpenu
Jm1 B Bo3pacte 75—84 roma. Cpenu nereii maajiie 5 jiet
HabJogaeTca SOMOJNHNUTEJbHBIN UK BCTPEYaeMOCTH
BCC — 17 =ma 100 TBIC. HACEJEHNA, YTO O0YCIIOBIIEHO Ce-
MeJHBIMM (POpPMaMM apPUTMOTEHHbBIX KaHaJIONIaTui [5].

Bropasa mo uwacrtoTe BcTpedaeMOCTM HPUUMHA
BCC — rapamoMmmonaTun: runepTpodudeckras Kapamn-
OMMOIIATNA ¥ HeUIIeMudecKasa AMJIaTaIllMIOHHAA Kap-
IVIOMMONATUA, Ha JOJII0 KOTOPOI IPUXOAUTCA OKOJIO
10—15% Bcex BHE3AMHBIX APUTMUYECKUX cMepTeit [6].
VrduasrpaTnBHLIE, BOCIAJIUTEIbHBIE, KJIallaHHbIE 3a-
OoJsieBaHMA CePALa PA3JIUIHON DTUOJIOTUM COCTABIIAIOT
OOJIBIIIYIO YACTh OCTaBIIMXCA NIPUYMH. JJeTn 1 MoJoasie
Jronau Takske noasepskenbl BCC, Kak paBuiio, B paMKax
reHeTUYeCcKNX 3a00JIeBaHMil, TaK Ha3bIBA€MbIX KaHAJIO-
aTuii, KOTOPbIE COCTABJIAIOT JINIIIb HE3HAUUTEIbHYIO
vactb npuunH BCC (e 6ostee 1—-2%) [6].

Hecmorpsa Ha pas3imyHyI0 BTMHOJIOTHIO BHE3AIIHONM
CMepTHM, IPUYMHBI DTOTO COOBITIA BECbMa YHUBEPCAJIb-
el Kak ysxe ckazaHo, HanuboJjiee 4acToO B OCHOBE BHe-
3aIlHOVI OCTAHOBKM cepnla JeskaT ycroiumBad KT
nim PHK. IlepBruunada saeKTpoMeXaHNIECKaA TMCCOI-
anya (OMO) nan 6pagnapuTMuM BCTPeYaOTCA peike,
cocrasiias He bosee 40% Bcex cayuaeB BCC [5], ropasno
Jalre ABJIAACH MCXOJOM *KeJIyLOYKOBBIX TaXMapUTMUIIL.
Hawnboabien moTeHIaibHOM 00paTUMOCTBI0 00J1a4a10T
umeHHO KT u/munu @M — TOIBKO B TeUeHNre 3TOro Ko-

POTKOTO ITepuoja, Ioka He mpousoinres nepexon B QML
WJIV aCYICTOJINIO, HOPMAJIbHBIN CE€PAEYHBI PUTM MOKET
OBITH BOCCTAHOBJIEH TPV ITOMOIIIM DJIEKTPUUECKO gedpm-
OpunmAanyn. VIMeHHO cTpeMJIeHNe IIONIAacTh B «TepareB-
TUYECKOe OKHO» OJUKTYeT HeOOXOAMMOCTb MaKCUMAaJbHO
OBICTPOJI AVATHOCTYKY ¥ HEMeEIJIEHHOM 1e (MO PUILIIAIINL.

IITnpoxoe mpuMeHeHNe UMIIJIAHTUPYEMBIX KapIMo-
BepTepoB-nedpubpuanaropos (JIKB]) kak nmia nep-
BUYHOM, TaK U AJiA BTOpU4YHONM npodunaktury BCC
II03BOJIMJIO 3HAYMTEIBHO CHUBUTD JIETAJIbHOCTE CPEAN
[IalnIeHTOB BBICOKOTO pyCKa. TeM He MeHee BCcTpedae-
mocTb BCC ocTaerca BbICOKOIL. Jlaske ceifgyac — B apy
BBICOKUX CKOPOCTEI 1 HOBEMIIMX CIIOCODOOB IIepemayn
VHQPOPMAIMY — BBIKMBAEMOCTD [I0CJIe peaHMMaIOH-
HBIX MEPOIIPUATHI B PAa3BUTHIX CTPAHAX HE IIPEBLIIIaeT
5% [6].

Hacroammuit 0630p nmocBAmeH Hanbosiee pelIKuM
BPOXKIEHHBIM IPMYMHAM BHE3AITHOM CMEePTY — MOHOTeH-
HBIM apUTMUYECKVMM PaCCTPOICTBAM, & TaKyKe apUTMO-
TeHHOJ AVICIIJIA3YM IIPABOT0 $KeJIyL0UKa Y COBPEMEHHBIM
IIOAX0aM K CTPaTU(UKALINY PUCKA BHE3AIIHOM CMepTH
y BTO¥ KaTeropuy O0JIbHBIX.

KJNETO4YHbIE OCHOBbI 3JIEKTPO®HU3HNOJIOTMH
PDusnosornueckue npoieccs! GOPMUPOBAHUA U pac-
IIPOCTPaHEHNA BJIEKTPUUECKOTO MMIIyJibca B cepaed-
HOJI MBIIIIIE, TAK YK€ KaK U IIPoIlecc «Bo30yKIeHe—Co-
KpallleHne», 3aMedYaTeJIbHO CJIAKeHbl U IPOUCXONAT
IO BAMAHMEM rapMOHNYHOI paboThl MOHHBIX KaHAJIOB
COTJIaCOBaHO C MHOYKECTBOM PeryJIATOPHBIX 0MOaKTUB-
HBIX BellecTB. JIOHHBIe KaHAJbI IPEeACTaBIIAIT cob0I
Oesikm, obecreunBalonie n30MPaATEJIbHYIO IIPOHNUIIAE-
MOCTB KJIETOYHOJ MeMOpaHbI AJIA TOTO WJIM VHOTO MOHA.
IToTeHnMaN-4yBCTBUTEJIbHBIE MOHHBIE KaHAJIbI OT-
KPBIBAIOTCA U 3aKPbIBAIOTCA MO BIMAHKEM MeMOpaH-
HOT'O IIOTEHI[MAaJa, JUTaHI-IyBCTBUTEJbHBIM KaHaJlaM
I OTKPBITUA MOHHOM MOPBI TpebyeTca CBA3BIBAHNE
C BHYTPM- UJIM BHEKJIETOYHON MoJieKyJioil. ITommumo
MOHHBIX KaHaJIOB, B IOAAEPsKaHUM BHYTPUKJIETOYHOTO
roMeocTas3a MOHOB IIPMHMMAIOT y4dacTue MOHHBbIe HacOo-
CbI ¥ 0OMEHHMKM, KOTOPbIE OCYIIIEeCTBJIAIT TPAaHCMEM-
OpaHHBIN IIEPEHOC CTPOTO OIIPEJIEJIEHHOTO YIICJIa VIOHOB
¢ ucriosib3oBaHneM sHepruu ATP (Hacocsr) nin 6e3 Hero
(oOMEeHHUKM).

Ilorenuyas neiicTBUA KapAMOMUOIILTA NHUITUNPYET-
CA JIOKAJBbHBIM M3MEeHeHeM MeMOPaHHOTO IIOTEeHIMa -
Jia, 9YTO aKTUBUPYET IOTEHIMaJI-3aBUCMbIEe HATPYIEBbIE
(Na") xaHaJBI 1 3aIIyCKaeT ObICTPLI, HO TPaH3UTOPHbI
HaTpueBbl TOK (I ), PopMUPYIOMmMIt TUTMYIHOE BOCXO-
JAllee KOJIEHO KPMBO MIOTeHI[MaNa AelICTBIUA, U3BEeCT-
Hoe Kak asza 0 genonapusanun (puc. 1). Beictpas dasza
1 panHeit penosigpusanyuy 0o0yCJOBJIEHA HECKOJIbKIIMU
JMIOHHBIMI IIOTOKaMM: KPAaTKOBPEMEHHBIM BbIXOIAIINM
TokoMm KaJsms (K*) — I 1 (transient outward) n akTnBN-
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ICa, | — TOK Kanbums
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BblNpsamneHms

K
BbiNnpaMmneHuns

BbINMpsaMneHns

I, — BbICTPbIN TOK HaTPWs

I, — KpaTKoBpeMeHHbIi TOK Kanus
I, — YNbTPabbiCTPbIM TOK 3aepMaHHOro

I, — MenneHHbIM TOK 3aaepPKaHHOro
I, — BbICTPbIM TOK 33AE€PXKAHHOrO

I, — aHOMarnbHbIM TOK BbINPSMIIEHNS

Puc. 1. Cxematuueckue spe-
MEHHbIE B3aMMOOTHOLLIEHMSI
mexnay nosepxHoctHou IKI
(A), TMNMYHBIM NOTEHLMa-
NIOM [,ENCTBUS KEeNyao4KOB
(B) ¥ MOHHBIMM NOTOKaMM
uepe3 membpaHy Kapgu-
omuoumTa (B). 0 — dpaza
penonspusaumm; 1 — dasa
BbICTpOM penonsprsaumm;

2 — gpaza nnato; 3 — dasa
penonspusaumu; 4 — co-
cTosHue nokos (obbscHeHme

MoTok Bernok len B TekcTe). KpacHbim LseTom
| Nav 1.5 SCN5A 0603Ha4eHbl MOHHbIE MOo-
N ’ TOKM, HanpasfeHHbIe BHYTPb
ICa.L Cav 1.2 CACNAIC KIETKH, CUHMM — HarnpasneH-
I, K,4.2/K 4.3 KCND2/KCND3 HbIE M3 KNEeTKM
lewr K,1.5 KCNAS5

N e K ,LQT1/minK KCNQ1/KCNE1

e, e, HERG /MIiRP KCNH2/KCNE2

}

K, 2.1

pyemoro kasbiem Tokom xyopa (Cl) — I 2 [7]. Bo Bpe-
Msa passr 0 u 1 Na*-kaHaJb! ObICTPO MHAKTUBUPYIOTCS,
TOTa Kak NOTeHLMaJ -3aBucuMble Kasabliuesble (Ca’’)
kaHaJb! (L-Tumna) akTMBUPYIOTCA U yIaCTBYIOT B (pOpP-
MMUPOBAHUU JJIUTEJILHOIO IIJIATO Ae0JIAPU3alny MeM-
O6panbl Paza naTo (dpasa 2) ocymiecTBasgeTca Ha PoHe
JIleJIMKaTHOTO Dajlanca Meskay Bxoaammm Tokom Ca’’
(I,,) 9epes Kanamub! L-tuma, npu HeGoNbIIOM pe3nIy-
asbHOM TOKe Na (I ), ¥ IOSABJIAKIEMCS BBIXOAAIEM
toke K*. AktuBanusa K'-KaHaJi0B COBMECTHO C MHAKTU-
Baument Ca?"-KaHaJ0OB cABUraeT 3TOT OAJIAHC B CTOPOHY
BBIXOJAIIMX TOKOB, MHUIIMMPYS TEM caMbIM asy 3 pe-
TIOJIAPM3ALIL

Brixomgaminit kaJmeBbIil TOK (TaK Ha3bIBAE€MbI TOK
3aJ€PsKaHHOI0 BBIIPAMJIEHNA) COCTOUT KaK MUHUMYM
U3 TpeX KOMIIOHEHTOB: yabTpabbicTporo (I, — ultrar-
apid), 6srcrporo (I, — rapid) u menmennoro (I, — slow),
KOTOpPbIEe Pa3JIN4aioTCsA 10 CKOPOCTY aKTUBAIM U pap-
MAaKOJIOTMYECKO} YyBCTBUTEJILHOCTH [7]. OTU pasanamnsa
00yCJIaBINBAIOT HEOAMHAKOBYIO IPOJOJIKUTEIBHOCTD
OTEeHI[MaJa JeiCTBUA B PA3JIMUYHBIX yYaCTKaX MUO-
KapJZia B 3aBUCUMOCTY OT YPOBHA DKCIIPECCUM KaHAJIOB
[8]. Okcmpeccusa reHoB, KOQUPYIOIMNX CyObeaMHUITBI
oercTpbix K*-kananos (Tok I, ) — KCNH2, mogsepaxe-
Ha BBIPAKEHHON CYyTOYHOI M3MEeHUYMBOCTY, UTPAA POJIb
cB0e0Opas3HbIX «MOJIEKYJIAPHBIX YacoB». HapyleHnsa
MexXaHM3Ma IUPKAaAHbIX YaCOB MOI'YT ObITh CBS3aHBI
C TIOBBIIIIEHHBIM PMCKOM BHE3aIIHOM cMepTH [9].

Haxoner, aHoMaJIbHbI BXOIAITN TOK BBITPAMJIEHUA
(I;,) 3aBepIIaeT mpouecc penoaApu3anuy MeMopaHsl
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KCNJ2

KapauoMuonuTa. AHOMAaJIbHBIM 3TOT IIOTOK Ha3BaH II0-
ToMy, 4TO popMupyroime ero K*-kaHajbl ak TUBUPYIOT-
€A TOJIBKO IIPY OTPULIATEIBEHOM 3HAYEeHUM MeMOPaHHOTO
IIoTeHIMaJa ¥ 00ecreuYyBaoT B OCHOBHOM MMEHHO BXO-
IAIINI TOK.

OcobbIM MexaHM3MOM (POPMUPOBAHUA MOTEHIMAJA
IeiicTBUA 00J1aJaI0T IIefiCMeKepHbIe KJIETKY MIOKapaa
(puc. 2), cmocoOHBIE CAaMOIIPOM3BOJbLHO TEHEPUPOBATD
moTeHNMaJ AelicTBuA. JlajKke OTTpaHMYEHHBIE OT BCEX
OKPYKAIOIIVIX TKaHEV KapAMOMMOIMTBI CHO-aTPIAJIb-
HOTO y3JI1a IIPOJIOJIYKAIOT CIIOHTAHHYIO0 AMaCTOJINYECKYIO0
nenonapusaimio [7]. Ilomoduyo cmocobHOCTL 0becme-
4yBaeT 0coObIil MOHHBINM IOTOK, Ha3BaHHLIN funny (ot
aurJ. 3abaBHbIif) — I, — 13-3a €ro HeOOBIYHBIX CBOVICTB.
Tox I, ABJIAETCA BXOAIIMM CMEIIaHHBIM KaJIbIMeBO-Ha~
TPMEBBIM TOKOM, KOTOPBII [IOCTENEHHO MHUIUNPYETCH
BO BpeMsA TUIIePIIoJIApU3aImy (IIocse 3aBepIieHns pasnl
4 pemnosiApMaanyn) Ipu TpaHCMeMOpPaHHOM IIOTEHI[/A -
Je -40/-50 MB v IOJTHOCTBIO AKTUBYUPYETCS P ITIOTEH-
muaJie okoJsio -100 MB, 3anmyckas moTeHIa NeiCcTBUA.
IlevicMeKepHBINT TOK OCYILIECTBIIAETCHA Yepe3 CeMeliCTBO
MOHHBIX KaHaJIOB, OTKPBITHIX B 1990-x rogax 1 Ha3BaH-
uerix HCN-kanase! (hyperpolarization-activated chan-
nels). BereratuBHaa Monyanusa paboTe! relicMeKepHO-
IO TOKA MMeeT HECOMHEHHOe 3Ha4YeHle AJI HOPMaJIbHOM
b131OIIOTMM CePLIeYHON NeATeJIBHOCTY U OCYIIeCTBIIA-
ercsa nocpenctsoM cAMP. BeigenamoT yeTsipe n3odop-
mbl HCN-kaHaJI0B, KOTOpPbIE OTINYAIOTCH 10 CKOPOCTH
aKTUBAIMM U MHAKTUBAIMY, & TAKIKE [10 YyBCTBUTEJIb-
HocTU K CAMP. OKcniepuMeHTaIbHO ITOKa3aHo, YTo ajipe-



OB30OPHI

m B
2 20
g
gr or T+
5 20 - bican
= 0 K*Bbixop,
3 s
% 40 - Mopor
&
02) -60 CnoHTaHHas
= penonspusaums
Bpems
800 mc

Puc. 2. Cxema noteHumana [encTeus NneMcMeKepHoM
KneTtku. | — ¢asa cnoHTaHHOM fenonapusaumu, |-kaHansi
OTKPbITbI; 2 — MeMBpaHHbIM NoTeHLMan 4OCTUMraeT nopo-
rOBOrO 3Ha4Y€HMsl — OTKPbITME TPAH3UTOPHbIX KanbLUEBbIX
kaHanos (T-Tuna); 3 — oTKpbITME KarnbLMEBbIX KAHANOB
mepgnenHoro tvna (L-tuna) — penonspusaums; 4 — 3a-
KpbITHE KanbLMeBbIX KaHanoB L-Tuna, oTKpbITUE KanMeBbIix
KaHarnos, runepnonspusawms

HEepPrudyecKye 1 XOJMHEPIUYecKye HeiPOTPaHCMUTTEPHI
BBI3BIBAIOT IIOBBIIIEHVIE VIV CHUKEHVE YPOBHA BHYTPU-
kaeTounoro cAMP coorBercrBenno. Torma kax cAMP
HellocpeACcTBeHHO cBa3biBaeTca ¢ HCN-kanasaoM, ycu-
JMBaA UM 0CaabiAA TOK I, IpUBOAA K YyCKOPEHUIO
VIV 3aMeJJIEHNIO CIIOHTAHHOM AeNOoJAPN3aIUN.

B yruamsanum m36bITKa MOHOB, BO3HMUKAIOIIETO
pu (POPMMUPOBAHUN KaKIOTO0 IIOTEeHIMala IeiicTBUA,
a TaKKe B IIOJIePyKaHUM CTPOTO OIIpeieJIeHHOM KOHIIeH-
TpaIM MOHOB BHYTPHU KJIETKI PEIIAOTYIO POJIb UTPAIOT
MOHHBIE Hacockl 1 oOMeHHNKN. Hamnbosiee n3y4yeHs! gBa
MOHHBIX Hacoca: MeMmOpannasa Na*-K*-ATP-aza un Ca?*-
ATP-asa, n 1Ba MOHHBIX OOMEHHMKA: MeMOpaHHbIT Na™*-
Ca? u Na*-H".

Na™-K*-ATP-asza — aktuBupyemslii maranem (Mg?")
depMmeHT MeMbOpaHbl KapauoMuonuTa. B ousmosoru-
YeCKNX YCJIOBMAX HACOC IOJJIEPIKMBaeT HOPMAaJbHBIN
IIOTeHIMAaJ I0KO0sA, o0ecredynBad IePEeHOC TPeX VMOHOB
Na* u3 kyieTkr B 0OMeH Ha MOCTyILIeHne qByX noHoB K*
B KJIeTKy. Pabora Na*-Hacoca umeer perarolee 3Ha-
YeHue B MOALEPIKaHNM YPOBHA BHY TPpUKJIeTo9Horo Na™*,
a cJIeoBaTeJIbHO, BIMAET Ha BO3OYAVIMOCTD M COKpaTH-
MOCTB KapauoMmuonura [7].

Mewmb6pannsniit Ca?"-nacoc (ATP-aza) coBmecTHO
¢ Na*-Ca?'-060MeHHNKOM BBIBOAUT BHYTPUKJIETOUHBIA
Ca?". Opnako posb ee B yruamuaaruu Ca’t, mo-suanmomy,
HeBesimka. ['opasgo GoJsbinee 3uavenue umeer Ca’'-
ATP-aza capkomnja3MaTUUeCKOIO0 peTUKYJIyMa.
IlepBocTeneHHas poJb B BBIBEAEHNUN U30BITKA BHYTPU-

kJserounoro Ca*" npunannesxut Na™-Ca?" -00MeHHUKY.
BriksoueHue reHa, KOQUPYIOIEro 3TOT 6EJIOK capKo-
JIEMMBI, IPUBOINT K rnbesm aMoprona Ha 9—10 geHb mo-
cae 3auatud [7]. Na™-Ca?'-00MeHHIK OTHOCUTCS K KO-
JIMYeCTBEHHBIM OeJIKaM-IIepeHoCUYMKaM, obecreunBas
tpancnopt Na* B oomen na Ca** (3 : 1). Ilpu aTom pabora
Na*-Ca*'-o0mMeHHUKA COTJIaCOBaHA C IIOCTOSHHO MEH:A-
omuMesa Bxogamum norokom Ca* — cucrema BbIBOOUT
crosbko Ke Ca?", CKOJIbKO BOIILJIO B KJIETKY BO BpeMdA
TEKYIIIero KapAnabHOro IuKia. Bo BpeMms pesakcanmm
Muorapza B BeiBegeryy Ca’t u3 1MTonIasMbel y4acTBY -
10T ase cucrembl: Na™-Ca%f-00MeHHNK 1 capKoriasma-
Tnueckuii peturyaym (CIIP). IIpu aToM sKCIIepUMeH-
TaJbHO JOKa3aHO, YTO KAa'KAAA U3 CUCTEM CIIOCOOHA
[TOJIHOCTBIO 00ECIIEUNTEL MUOKAPAMAJIBHYIO PEJIaKCALIIIO.
Ca?*-ATP-aza capKOIJIa3MaTUYECKOTO PETUKYIIYyMa
MOJKeT IIPUBECTH K OBICTPOMY pacciiabJyieHnio cepred-
HOIT MBIIIIIBI, OJHAKO He criocobHa paboraTb caMOCTO-
ATEJbHO B TE€UEHJE HECKOJIbKIX [10CJIEL0BATEIbHbBIX
cokparennii. Pabora Nat-Ca?"-o6meHHMKa, HATTPOTHUB,
obecrieunBaeT OBTOPHEIA BIxox Ca’ oT coxkpalenns
K COKpaIeHno. B 3aBUCUMOCTY OT 3JI€KTPOXUMUIECKUX
rpagmnenToB Na*-Ca’*-o0MeHHUK criocobeH obecriedn-
BaTh He TOJIbKO MOTOK BuIxomAlero Ca’, o u Tox Ca?*
B KJIETKY JJI [IOBBIIIIEHN VJIM IONNEPIKAHNIA COKPATI-
MOCTY MUOKap/Ia.

Na*-H"-00MeHHUK TaKyKe OTHOCUTCS K KOJIMIECTBEH-
HBIM DeJIKaM-IIepeHOCYMKaM, OH 3aMeHsAeT OJVH BHY TPHU-
KJIETOYHbII! IIPOTOH HA OLMH BHEKJIETOUHDI MIOH HATPUA
M UTPAEeT Ba'KHENIIYIO POJIb B IIOALEPIKAHNY BHYTPU-
kJeTo4uHOro pH.

PaboTra MOHHBIX KaHAJIOB PETyIAUPYETCA Pa3JIUIHbI-
MM MHTPa- U 9KCTPaKapAMaJbHbBIMI (paKToOpaMu, Hav-
OoJiee 3HAUMMBIIL 13 KOTOPBIX — PB-agpeHepruyeckas
ctumyaanua. Tak, npu (PU3MOJJIOTUYECKO aKTUBAIINN
CYMIIATIYECKO} HEPBHOM CUCTEMBI — (PUBUYEeCcKOoli Ha-
Ipy3Ke UV 3MOIMOHAJILHOM CTpecce, Ha3bIBAEMOIi B aH-
IJI0A3BIYHON JuTepaType peakuueit «fight or flight»,
yBeJIMYEeHEe YaCTOThI CEPAEUHBIX COKPAII[eHIiT TpebyeT
HEME/IJIEHHOTO YKOPOUEHMA IIOTEHIMAIa NeICTBIUA Kap-
JVMOMMOIIATA, YTO OCYIIIECTBIIAETCA 38 CYET YCUIEHUA
I, mocpencTBoM -anpenepruyeckoit crumyAanmm [7].
Kpowme Toro, cumnatudeckas CTUMYJIAINA YCUIUBAET
COKPATUMOCTb MMOKaP/ia, B OCHOBHOM 3a CUYET BO3pacTa-
Husa Bxoasauiero Toka Ca’! u MOBBIIIIEHHOrO HAKOILJIEHNA
Ca?" capkorjasmMaTUIeCKUM PETUKYJIIYMOM JJIs [T0CJIe-
JIYIOIIETO OOJIBIIIETO BEIOPOCA €T0 BHYTPb KJIETKI.

Buyrpursaeroussiii romeoctasd Ca*" Bo MHOrom 3a-
BIUCUT OT HOpMaJsbHO} paborsr CIIP. IToreHnman-
saBucumble Ca’*-xanaser B mem6pane CIIP pery-
JUPYIOTCA TaK Ha3blBa€MbIMM PUMAaHOAMHOBLIMU
penentopamu — RyR2, HapymieHne (oyHKIINM KOTOPBIX
criocobHO TpuBecTH K reperpysake kiaetkn Ca? u moBbI-
IIEHVIO TEM CAMBIM TPUITEPHON aKTUBHOCTI MIUOKap/a.
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MOHOTEHHBIE MPMYUHbI BHE3ANHOM CEPAEYHOM
CMEPTHU

CumdoHua paboTbl MOHHBIX KAaHAJIOB HapyllaeTCHd
IpY TeHeTUYECKU NeTEPMUHNPOBAHHBIX MOHHBIX KaHa-
Joratuax. Takue nedeKTsl CriocOOHBI CIIPOBOIIPOBATH
daTanpHble apUTMNUM, BO3HMKAIOIINE, KAK [IPaBUJIO,
B JIETCKOM JJIM MOJIOZOM Bo3pacTe. HecmoTpsa Ha pen-
KYI0 BCTPe4aeMOCThb, 3T 3ab0JeBaHNUA TOAAAI0TCA
MOJIEKYJIAPHO AMarHOCTYKE, II09TOMY IIOYTH 3a ABa
JecATUIeTA ObLIM PACKPBITHI IPUYMHBI HanuboJsee Ja-
CTBIX M3 IIONOOHBIX FeHeTHMYeCKMX aHoMaauii. K Hacro-
AlleMy BpeMeH) N3BeCTHEI OoJiee 25 reHOB, HapYILIeHNe
DKCIIPeCCUM KOTOPBIX CIIOCOOHO BBI3BIBATH CKJIOHHOCTH
K "KeJYJZOUYKOBBIM TaxMapuUTMuAM. Kaumaudeckn
1PV 3TOM BBIJEJISIOT BCETO HECKOJIBKO HO30JOTMIECKNX
¢opm. OCHOBHBIE U3 HUX — CUHAPOM YIJIMHEHHOTO MH-
TepBasa QT (LQTS — long QT syndrome), cuagpom
yropouerHoro naTepsasa QT (SQTS — short QT syn-
drome), curnpom Bpyrana (CBE), kaTexosaMuHeprude-
ckaa noauMmopguada KT (KIIMKT) n nanonatndeckas
DIK. B ocHoBe 3TUX 3a00J€BaHNII JIEIKAT TP IATOPU-
3M0JIOTUYECKUX MeXaHMU3Ma: HapylleHye pernosapusa-
nuu (LQTS, SQTS, cungpom Bpyrazna), 3amensieHHoe
SKeJIyIOYKOBOe IIpoBeneHue (cuaapom Bpyrana) u na-
pyienne BHyTpukaeTounoro romeocrasa Ca’*t (KILKT).

Bpo:xaennsnii cuagpom yaiauaensaoro QT (LQTS)

Haubomee wacterii Bapuant LQTS BcTpeuaercsa
npu cuaapome Pomano—Yopa, KOTOPBI HacaenyeT-
Cs II0 ayTOCOMHO-ZIOMMHAHTHOMY TUIY (YacTOTa OKO-
ao 1 Ha 2500 sxkuBoposxkmenuii) [10]. MeHee yacThbli,
ayTOCOMHO-PEeIleCCUBHBIN, COUETAIOIINICA C TIYXO0TOM
BapuaHT, — cuHapoM »xepBesna—Jlanre—HuabceHa.
LQTS renetuueckyu BecbMa reTeporeHeH — BBIIEJAIOT
10 MeHblIel Mepe 8§ ero BapuaHToB. HanboJsiee gacTblit
reHetndecknyt noaTun — LQTS1 — obycioBisen myTany-
eri rena KCNQ 1, KonupymoIero cyobe IMHNITY IOTeHIIV-
as-zaBucumoro K'-kanaJia, OTBETCTBEHHOTO 3a MeJJIEH-
HbIl BRIXOAAMIt ToK K (I ). MyTanun rera KCNH2,
OTBETCTBEHHOTO 33 CTPYKTYPY Apyroro Bapuanra K-
KaHaJa, 0b6ecreunBaloniero ObICTPBIN BEIXOIAIINI TOK
K" (I,), TPMBOJAT K Pa3BUTUIO BTOPOTO HOJBIIIOTO IO/~
Tuna — LQTS2. 'ereposurorusie mytanyy renoB KCNQ 1
u KCNHZ2 BbI3BIBAIOT IIOTEPIO (DYHKINY COOTBETCTBY-
I0IMUX KaHaJoB, cHM»KaA [, man I, CcOOTBeTCTBEeHHO,
YTO 3aMeJJIAET PEIoJIAPUI3AIIO U YIJIMHAET ITI0TEeHIIA I
IeVICTBUA $KeJIyOYKOB. II0BBIIIIeH)Ie YACTOTEI cepied-
HOTO PUTMa BO BpeMsA CUMIIATUYECKOI aKTUBALVIN BbI-
ABJIIET HECIIOCOOHOCTh KapAVOMMOIIVITOB TaKUX JIIOAeN
K yBequdennio [ . OTo obbacHAET TOT aKT, 9To pusn-
YecKye YIpasKHEeHMA ¥ SMOIVIOHAJBHBIN CTPEeCC IIPOBO-
OUPYIOT Pa3BUTME YIPOSKAIOIIVIX SKM3HM apUTMUIL y TTa-
nueHToB ¢ LQTSI. B o sxe Bpema y manyenToB ¢ LQTS2
TPUITEPHBIM (PAKTOPOM CJIYIKAT PEe3KMe aKyCTUUIECKNe
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CTUMYJIbI (KPUK, 3BOHOK Oy imsbHMKa 1 T.11.) [11]. Ha BBI-
6opxre 13 700 manmeHTOB ¢ M3BeCTHBIM reHoTuoM LQTS
IIOKa3aHa reHeTHYecKas CrIelI(pMIHOCTD aPUTMOTEeHHBIX
Tpurrepos. Tak, 99% apurMuuecknx codbITIII BO Bpe-
MdA IJIaBaHudA, mponsouin y nanuenTos ¢ LQTSI. Torga
kak 80% coObITnii, CIIPOBOIIMPOBAHHBIX BHE3AIHBIMU
3ByKaMy, — y manyenToB ¢ LQTS2 [12].

Oxo10 10% Bcex LQTS BbI3BaHbI MyTaUUAMN IeHa
SCN5A (LQTS3), koqupyioliero o-cyobennuuiry Na*-
KaHaJa, 06ecrednBaronero ObICTPbIi BxoaAmmii Tok Na*
B pazy 0 genonapuzanunu. Kak npasmuio, 5To MyTauumn
mpruobpeTeHNa PYHKIMY, IPUBOAAIINE K HAPYIIEHUIO
MHAKTUBalMM KaHasa M yBeJMIeHNI0 IOCTOAHHOTO I
[13]. Takoii sxe dpeHOTUII OOHAPYIKEH U IIPY MYTAIMAX
B Apyrux reHax (B Tom uncye CAV3, SCN4Bu SNTAI),
KOOUPYIOINX OeJIKM, IPAMO MV KOCBEHHO BJIMAIOIIVIE
Ha HaTpueBble KaHaJbl. II0CTOAHHO ITOBBIIIEHHBIN TOK
Na* mapymaetr usnosorndecknii 6ajlaHc MeKIY BXO-
JAILIVM Y BBIXOJAIIVM IIOTOKAaMY IOHOB BO BpeMs (pa3bl
IJIaTO, YTO CTAHOBUTCS IIPUYMHOM OTCPOYEHHOI pero-
JIAPU3aALINY, YAJIVMHEHNA TIOTEHIMAJa TeICTBUA U IIpel-
pacmosioskeHHOCTH K re-entry aputmun. CeJeKTUBHAA
6Jiokama nmoctogHHOro Na‘t-Toka HEKOTOPBIMU aHTU-
apuUTMMKaMu (HalIpuMep, MEKCUJIETVHOM) U aHTUAaH-
IMHAJIBHBIM IIPEerapaToM PaHOJIa3MHOM MOYKET CIIYKUTh
TaToPM310JIOrYeCcKy 000CHOBaHHBIM CIIOCOOOM Jieue-
una LQTS3 [14, 15]. CrenyeT oTMETUTD, YTO MMEHHO
reasl KCNQ1, KCNH2 nu SCNSA, myTanuum B KOTOPBIX
BeI3bIBalOT LQTS 1, 2 1 3 cOOTBETCTBEHHO, OTHOCATCA
K TaK Ha3bIBaeMbIM «0oJbInM» reHaMm LQTS, 1 nmenTu-
(pUKaAMA MYy TaIM B HUX ¢ DOJIBITION T0JIelt BEPOATHOCTU
CBUZIETEJIBCTBYET 0 BposkaeHHOM LQTS 1 nmeer 3naue-
HIE TIPU CTPaATUQPUKAIMY PUCKA (CM. HIKE).

IIpuobperennsie LQTS BcTpeyaroTca dallle, 4eM
BPOJKJIEHHBIE, I MIMEIOT BeCbMa CXOXKIe MMaTo(uU3M0JI0-
rmdecKye MexaHn3Mbl. Hamnbosiee qacThIll BApUAHT IPU-
obperensbix LQTS — MenukaMeHTO3HOe yIJIMHEHNE
mnHTepBasa QT — nmpoucxoaut npu OJI0Kale KapAuab-
HBIMJ MJIV HEKa pAMaJIbHbIMK Ipenapatamu K -kaHaios,
obecneunsatoux I, (HERG-KaHasbl), 9TO BbI3bIBAET
3aMeJiJIeHe PeNoAPpU3ay KeJIyodKoB. OnncaHbl
TaK’Ke BapMaHThI TeHeTUUEeCKOI IpepacIIooKeHHO-
CTU K MEAVIKAaMEHTO3HOMY yAJIMHeHUI0 nHTepBaja QT
[16]. Takne cocTOAHMSA CBA3AHbBI C YaCTUYHON IOTepent
QyHKIMY B OTHOIIEHUY [, , 9TO IPUBOJAT K CHUMKEHUIO
TaK Ha3bIBAEMOI'O Pe3epBa PernoJaApm3anmy, KOTOPbIi
MOSKeT IIPOABUTHCA IIPY MeAVMKAMEHTO3HOM MHTMONpPOo-
Banym I, . OicaHbl TaKsKe OT/IeIbHbIe HAOIOIeHNA Ma -
HudecTalmy JaTeHTHOro BposkaeHHoro LQTS Ha core
IpueMa Inpemnapatos, bsokupyomux HERG-kanaab
(HampuMep, TakUX aHTUAPUTMUKOB, KaK aMMOLAPOH,
coTtaJjoJ, nodpeTnanm, nponaderoH) [13], nan npyrux
IIATOJIOTMYECKUX COCTOAHMI, HAIpUMeEp, IPU UH(aPKTe
Muokapza [17].
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Tabnmua 1. OuarHocTMUeCcKHne KpUTEpHM CMHOPOMA Y anu-
HeHHoro QT. LLlkana P. Schwartz (2011) [19]

Puc. 3. dparmMeHT XxonTepoBCKOro MOHUTOPHUPOBAHMS
SKT y naupeHTkM 13 neT c gMarHO30M BPOXKA,EHHbIM
cnHpgpom yanmHeHHoro QT. MNapokcuam xenypoykoBom
TaxuKapammu «nupyat» (cobcTeeHHoe HabnopeHue)

ITomumo cuanpoma sxepsesnsna—Jlanre—Hwuibcena,
onmcaHo eltle aBa Tuna LQTS, nmernnmx sxcTpakapau-
aJibHble IIpoaBJieHna. CurapomM AHAepceHa — ayTOCOM-
HO-ZIOMMHAHTHOe 3a00JieBaHMe, XapaKTepusayloleecs
YKeJIy JOYKOBBIMM apPUTMUAMY, IIePUOAMYECKIIM IIapa-
JIMYOM M KOCTHBIMMU TIpoaBJeHMAMY [12]. Ina cuaapoma
AnnepceHa xapakTepHa (PeHOTUIINYECKAA TeTeporeH-
HOCTb, 324aCTyI0 C OGHMUM MUJIM JBYMSA KJIVMHUYECKUMU
npusHakamy. HecMoTps Ha TO UTO $KeJIyJOUKOBBIE apUT-
MMM MOYKHO OTHECTH K IJIaBHBIM IIPOABJIEHUAM 3a60J1e-
BaHNA, OHM PeJIKO 3aKaHUYMBAIOTCA BHE3AITHOI CMEePThIO
[13]. Cuagpom AHIepceHa acCOIUMPOBaH ¢ MyTalyen
rena KCNJ2, koqupyiotiero K -kanaJs, KoTopblit 0be-
cIieurBaeT aHOMAaJIbHbI BXO,HHH.U/If/i TOK BbIITPDAMJICHUS —
[, — BAXKHYIO COCTaBJAIOIYIO (Da3bl 3 PEIOAPU3A LA
Hapymienne paboTsl KaHa a IPUBOAUT K YAJIMHEHUIO
MIOTeHIMAaJa OefiCTBUA U IOBBIIIIEHHOM CKJIOHHOCTY K re-
entry.

Cuagpom TumoTu cBA3aH C MyTallMell reHa
CACNAIC, xopupyomiero cyobeJMHNITY ITOTEeHI[Ma -
uyscrBuTesbHOro Ca?f-kanasa. CUMITOMOKOMILIEKC
npu cuaapoMe TUMOTM BKRJIIOYAET HAPYIIEHUA PUTMa
ceprna, CMHAAKTUINIO 1 ayTuaMm [13]. MyTanyusa BeI3biBa-
eT BbIpasKeHHOe HapyIleHne nHaktusarmn Ca’ -kaHasa,
n36brTounbii Tok Ca?* Bo Bpems (hassl 1iaTo.

HIna LQTS xapakTepHa ocobas dJIeKTPOKaPAUOTPa-
puueckad KapTHHA HEIIOCPEACTBEHHO IIepe]l HadaJoM
JKeJIyJOYKOBOJ TaxXMKapAuM — TaK Ha3bIBaeMasd I10CIIe-
poBateabHOCTh short—long—short (SLS), nnu dpenomen
«KaCKaJa», BKJIYAOIAa YepeJoBaHle YKOPOUEeHA
nHuTepBajsa RR BeaencTBue HagKeIyJOYKOBON DKCTPa-
cucTobl (short), 3aTeM cieyer IOCTIKCTPACUCTOINYUE-
ckad rnaysa (long) u moBTOpHAA KeJIyLOYKOBa s DKCTPaA-

Kpurepun Baser
QTc > 480 mc 3
QTc =460—470 mc 2
QTc = 450 mc (y My xuMH) 1
QT'c uepes 4 MuH IIOCJIE TECTa C HATPy3Koii = 480 mc 1
AT tuna «nupyaT» 2
M \‘ “LLJ\#UL AusibrepHarysa T-BoJIHEI 1
3a3yOpuHa T-BOJHEBI B TPEX OTBEIEHNAX 1
Bpazukapzaysa, He COOTBETCTBYIOIIAA BO3PACTY 0.5
| Crpecc-MHAYUMPOBAHHBIE CHHKOIIE 2
CHoHTaHHBIE CUHKOIIE
Bposknennasa riryxora 0.5
Ynener cembn ¢ LQTS 1
BCC 1o Hen3BeCTHOI IPUYMHE Y YJIEHOB CEMbU 05
B Bo3pacTe 10 30 jeT

cucroJa (short), mocse gero 3amyckaercsa TaXUKaAPAUA
«mmpyaT» (puc. 3) [12, 18]. B 2011 roxgy P. Schwartz
IIpecTaBUJI OOHOBJIEHHBIE JMAaTHOCTUYECKYIE KPUTEPUN
LQTS (ma6a. 1). IIpu cymme 6as710B = 3.5 mpaBOMOUYEH
nuarao3 LQTS (mpyu oTCcyTCTBUM BTOPUYHBIX IMPUYNH)
[19—21]. Kpome Toro, auarao3 LQTS mosxeT ObITH ycTa-
HOBJIEH IIpM OOHaPY’KeHNN XapaKTePHOI reHeTUIeCKO
MyTaly, BHE 3aBUCUMOCTY OT IPONOJKUTeTbHOCT QT
na OKT [21].

1A ctpaTuuKamum pyucKka apuTMUYIECKUX COOBITII
y namuenToB ¢ LQTS BajkeH Kak reHeTUHUECKUII CTATyC,
Tak ¥ KJIMHMYeCKMe NaHHble. VccienoBaTean U3 KIu-
uuku Mayo Giudicessi J.R. u coaBrt. [22] paspaboTannu
cxeMmy cTpaTudUKAIMY PUCKa ITIEPBUYHBIX VIV IIOBTOP-
HBIX KapIMaJIbHbIX COOBITII, B TOM YMCJIe CYHKOIIE, BHe-
3aIIHOJI OCTAHOBKM CepAlla MJIV BHE3AIIHON CeplieyuHOoit
cMepTy B Bo3pacTe 70 40 jieT, Ha OCHOBAaHMUY IIOCJIETHUX
JICCJIEIOBAHI, M3YyYaBIINX HEOJIATOIPUATHLIE COOBITIA
y nmanmenToB LQT'S (puc. 4).

B HacToAlllee BpeMA eAVHCTBEHHBIN KJIacC MeauKa-
MEHTO3HBIX IIperapaToB, PEKOMEHI0BaHHBII MTall/ieHTaM
¢ LQTS, — 6era-6mokatopsr [22, 23]. O ocobeHHO (-
pexTuBHBI y 60sbHBIX LQTS1, ¥y KOTOPBIX TPUITE PHBIMI
(pakTOpaMM BRICTYIIAIOT (PUBUYUECKIME HATPY3KH, & TOHYC
CUMITATUYECKOJ HEPBHOI CHCTEMBI 3HAUNTEJILHO II0BbI-
mreH. [IporekTuBHEBIN dpdeKT OeTa-0I0KaTOPOB HIKE
mpu LQTS2 n LQTSS.

IToMMMO MeIMKaMEHTO3HOTO JIeYeHN, AJIA CHUMKEHNUA
YaCTOTHI apUTMUUECKUX coObITUil y manuestTos LQTS
IIPUMEHAIT 3KCTPAIJIEBPANIbHYIO UM TOPAKOCKOIN-
YeCKYIO JIEBOCTOPOHHIOI CEPAEUYHYIO CMMIIATIKTOMMUIO,
BKJIIOYAIOIIYIO yAaJIeHVe HUKHE IT0JIOBMHBI 3Be3449aTO-
ro raurud (T1) u rpygubix raarames (T2—T4). Schwartz
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CT
COoJH
AP-LQTS1

YpessbiuaiHo
BbICOKMM PUCK

(=80%)

=10 apuTM™m.
cobbitun po 18 net

Puc. 4. Knaccudpmkaums
PUCKa Y NaLMEHTOB C CHH-
LPOMOM yanmHeHHoro QT

B 3aBUCMMOCTM OT reHOTHMNa

u peHoTuna (Giudicessi J.R.
1 coasT.) [22]. OpaHrke-
BbIM LBETOM 0603HaueHbI
PEKOMEHAALMMU, OCHOBAaHHbIE

CrnosHas unu gureHHas

FeTepO3MFOTHOCTb
B"'C(‘:’;”(‘)’;/p)”c“ QTc=550 mc  QTe>500 mc+
=20% =2, 10 <10  LQTS1, LQTS2/

apuTMm. cob.

My>kumHbl ¢ LQTS3

Ha beHoTHMNE; YePHbIM —
peKoMeHAaLmM, OCHOBaHHbIE
Ha dbeHoTHMNe M reHoTHne;
roneToBbIM — PeKo-
MeHJaluM, OCHOBaHHble

Ha reHoTtune. LQTS - long
QT syndrome — cuHgpom

MpomerkyTouHbIM
QTc 500-549 mc

QTc<500 mc+
HenwmHbl ¢ LQTS2

yonuHenHoro QT; ApUTMm.
cob. — apuTmmuueckmne cobbl-

pUcK ™a; AP-LQTS1 — aytocom-
(30—49%) LQTS3 HO-PELEeCCHBHBIN CUHAPOM
<2 apnTMm. cobbIThi QTc=500 mc+ yarmHenHoro QT; COJIH -
no 18 net HeHwmHbl ¢ LQTS3 cungpom Dxepeenna—JSlaH-
Hiaru QTc<500 mc+ re—HunbceHa; CT — cuHapom
pHcK QTc<500 My>xckon non, LQTS2 / Tumotu
(<30% Het aputm. LQTS1/

cobbitmi po 18 net

«Marnble» reHsbl

VI COaBT. IIOKA3aJIM CHUKEHJE YaCTOThI aPUTMUYECKIX
cobbrTuii 6osiee yuem Ha 90% B Teuenne 8 JeT rocJie Xu-
pyprudeckoil geHepBauuu B rpynmne u3 147 manuen-
T0B LQTS BBICOKOrO prcka (cpeguuit QTc 563 + 65 mc;
99% — cumnromaruyubie) [24]. CoryiacHO COBpeMEHHbBIM
IpeACcTaBJIEHNAM, BBIIIOJHEHVIE JIEBOCTOPOHHEN Kapay-
QJIBHO CUMIIATAKTOMMUM CJIeAyeT paccCMaTpUBAaTh y Ia-
LVIEHTOB C HEIIePEeHOCUMOCTBIO M Hed(P(PEKTUBHOCTHIO
[-6si0xaTopos [22].

Pemrenne 06 nMmnianTammu KapamnoBepTepa-gedu-
opunnaropa (MKB/) couenyeT npuHUMAaTh MHAVBULY -
aJsibHO. CorglacHo HabawneHno 233 nanuentos LQTS
B TeueHne <) jet mocie uMmitantanyu VIKB]L 28% Bcex
60JIBHBIX TepeHecan d3PPEKTUBHYIO DJIEKTPOTEPAIINIO.
B 10 :xe Bpems, o kparineit mepe, y 31% nanmeHToB OT-
MeYeHO XOTs ObI OJTHO OCJIOXKHEHVIE TT0CJIe VIMILIIAHTAI[UNA
[25]. B 2012 rony Schwartz u coaBT. paspaboranuy K-
anyeckyto mkaay M-FACT nna naentudukanmm 601b-
HBIX, HysRAammxed B VIKB] (maba. 2). Ilo mueHuo
aBTOpOB, nMmanTanuda KBJl onpaBrana nmpy HaJIM4ImUn
= 1 GaJjura.

Cunapom yropouenHoro nareppaga QT (SQTS)

Cunnpom ykopoueHHoro nHTepBaga QT (SQTS) suep-
Bble ObLI ommcaH He Tak gaBHo — B 2000 rogy. OTo pac-
CTPOIICTBO PenoApu3aIny XapakTepusyerca YKOPo-
uyenueM QT mo 320 mc 1 MmeHee, BeIcOKuMU 3ybriamu T
1 OTHOCUTEJIbHBIM yBeJH/I‘-IeHI/IeM I/IHTepBaJIa Me?K,Hy
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Tabnuua 2. LLikana pucka M-FACT gns pewenus 06 nm-

nnaHTaumn KapgrosepTepa-gedubpunnstopa y naumeH-
TOB ¢ cMHOpPOMOM yamimHeHHoro QT (Schwartz u coasr.,

2012) [26]

Kpurepmnit . v G g
purep 6asn | 6asioB | Gasn | Gasa
OrcyTrcTBuUe COOBITII Ila
Ha Tepamuy > 10 getr
> 500
QTc, mc <500 <550 > 550
OcTaHOBKa cepala Her ITa
B aHaMHe3e
ApurMuyeckre CoObITUA Her Ila
Ha Tepanun
BospacT Ha MOMeHT > 90 <920
VIMILJIAHTAIAN, TOJbI

Mprmeuarme. M-FACT o3Hauvaet: M — Minus — munyc 1
6ann 3a otcytcTeue cobbitmii B Teuenne 10 net; F — Five
hundred and fifty — 550 mc QTc; A — Age — Bo3pacT
meHee 20 net Ha momeHT umnnanTaupm; C — Cardiac ar-
rest — octaHoBka ceppua; T — Therapy — aputMmueckue
cobbITHs Ha PoHE Tepanmu.
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OMKOM ¥ OKOH4YaHMeM T-BogHbl [27]. OmHAKO, COTJIaCHO
ONYJIAUMOHHBIM MCCJIEL0OBAHUAM, HE BCErja yKOpo-
ueHne uHrepBaja QT cBumeTesbCTBYET 00 UCTUHHOM
BposkgeHHOM SQTS 1 conpoBosKkiaeTCsa CKIOHHOCTHIO
K sKM3HeyrposkaomuM aputmuaM [28]. Ilomumo cToii-
koro yropodenus QT, 1Jisa naineHTOB ¢ BPOKIEHHBIM
SQTS xapakrepHo yrkopodeHne cermenTa ST BIJIOTH
IO TIOJIHOTO OTCYTCTBHUA C HA4aJIOM T-BOJIHBI HEIIOCPe -
CTBEHHO 13 S-3y011a.

Yropouenue nHrepBajsa QT, Kak u ero yajauHeHue,
aCCOLMMPOBAHDL C KM3HEYTPOIKAIOIMMI aPUTMUA-
mu n BCC, gacto B geTrckom BodpacTte. OnmcaHbl My-
TAIMM LIECTU Pa3JIMYHBIX ['€HOB, KOOUPYIOIMX CyOb-
equaunbl K (KCNQ1, KCNH2, KCNJ2) nan Ca?*"
(CACNA1C, CACNB2, CACNA2D1) xaHaJOB, OTBET-
CTBEHHBIE 3a 3TOT CbeHOTI/IH. MHuorme m3 3TuUX reHOB
Te e, uTo ¥ npu LQTS, ogqHako (pyHKIMOHAJIBLHBIN 1C-
XOJ, My Tal[i TPOTUBOIOJIOKHBIL. MyTarmu npuobpere-
HuA PyHKIMY reHoB K -KaHAJIOB IPUBOSAT K YCUJIEHNIO
pernonApmu3anyn 1 YKOPOUeHMIO IIOTeHIMaa e ICTBUA.
Myranun resos Ca?*-kaHaJioB, HATPOTUB, IIPUBOIAT
K roTepe (PyHKINN.

Ouarsos SQTS moskeT 6bITH ycTaHOBJEH npu QTc
=< 340 mc. Ecan QTc = 360 mc, n1uargo3 npaBOMOYeH
[PV HAJIMYMY XaPaKTePHO reHeTUYeCKOoil My Taluy, ce-
MeriHoro aHaMHue3a SQTS, ceMelHBIX CilyyaeB BHe3aIl-
HOJI cMepTu B BospacTe < 40 jer man sumnzonos KT/
DK 6e3 kapanaabHOIL aTosoruy [21].

VIMnaHTanua Kapanoseprepa-nedudpuIIATopa,
COTJIACHO ITocJenHMM EBpOIeiicKuM peKoMeHAalaM,
[IOKa3aHa TOJIbKO B KAYECTBE BTOPUYHOI TPOPUIAK T~
k1. B kadgecTBe aHTMAPUTMUUECKOI Tepanun BO3MOMKHO
NpUMEHEeHNMe COTaJI0Na MM XVUHUMHA (KJIacC PEKOMEeH-
manuii ITb) [21].

Cunapom Bpyraga (CB)
IlanmenTs! ¢ cuHEApPOMOM Bpyrazna CKJIOHHBI K pa3Bl-
TUIO (PATAJIbHBIX aPUTMUIL IPEUMYIIIECTBEHHO BO CHE,
IPpM OTCYTCTBUM MIIEMNUM MUOKApPa, JIEKTPOJIUTHBIX
HapYIIEHU 1 CTPYKTYPHBIX 3a0oseBaHMi cepana [13].
Xopoirio n3BecTHHI XapakTepHble naa CB namenennsa
OKT mokosa: nogbeM cermeHTa ST B IpaBbIX TPYLHBIX
OTBeJIeHNAX, IPMU3HAKM OJIOKa bl IIPaBOIi HOMKKIY ITydKa
T'uca npu HOPMAaJBHOI IIPOJOJIKUTEIBHOCTY MHTEPBA-
aa QT (puc. 5). Haznauenue 6sokaTopos Na*-kaHaios
(mpokamHamMma, paeKanHNIa, aiiMaJHa), a TaKsKe JI-
XOpaJKa MOTYT BBIABUTDL CKpPbIThle DRI -HapyIeHnsa.
TUnMYHB cay4day HeoObACHUMOI BHE3AITHON CMepPTU
B CEMeJIHOM aHaMHe3e. PacpocTpaHeHHOCTb CUHAPOMA
Bpyrana B EBporne 1 AMepuKe cocTaBJAeT IPUMEPHO
1:10 000 Hacenenns [13].

Ha ceropnaanmamii gess onmcaso oKoJ0 350 pas3simyHbIX
BapMAHTOB I'eHHbIX MyTaluii, jJexxariux B ocHoBe CB [29],
[30]: B 30% cayuaes saro myTtanmu reHa SCNSHA, konupyo-

1rero o-cyobenuamity ouicTpoix Nat-kanasos, B 5% — my-
TalyY OCTAJIbHBIX I'€HOB, B TOM 4MICJIe, KOOVPYIOIX OeJ-
ku Ca* - u K*-xanajos, B 65% renernueckuit cyberpart
He BolaBJIAeTcA (31, 32]. Myranuu resa SCNSA npuBo-
AT K CHUKEeHMIo dncya Na™-KaHaJIoB 1 yCKOPEHMIO UX
MHAKTUBAIMN B KJIETKaX 3MMKAPJa IIPaBOro KeJIynoduKa,
9TO CHIZKaeT [ JIOKaJbHO B dnMKap/e. Bosnukawomas
IIPY BTOM AVICIIEPCUA PEIOIAPMU3ALINY CTEHKY KeJIyL0d-
Ka IIPUBOJUT K TPAHCMYPAaJIbHOMY I'PaieHTy HallpsasKe-
HIA, KOTOPBI IposaBiaderca Ha ORI sneBalmelt cermeHTa
ST u coyskuT cyocTpaToM 1A POPMUPOBAHKA re-entry
B MMOKapJe sKeJygo4uKoB [33].

ITo MHEHMIO IPYTUX UCCJIeNOBaTeJel, YTHETEeHIe BXO-
JIAIIIEro HaTPMEBOrO TOKA 3aMeAJAeT IIPOBeJeHNe M-
IIyJbCa B IPABOM JKeJIyJ04YKe, BbI3bIBaA OTCPOUEHHYIO
aKTMBAIMIO MMOKapAa BEIBOJHOTO OTJieJIa IIPaBOro sKe-
JYILOYKa. OTO IIPUBOANUT K aCMHXPOHHON pernosapusa-
LM U BJIEKTPUYECKOil HecTabUIbHOCTM B 9TOM OTZeJe
cepAlia C BO3MOYKHBIM Pa3BUTHEM $KeJIyJOUKOBBIX apiT-
Mmit o Mexauusmy re-entry [13, 34]. Iloka HesacHo, AB-
JIAIOTCA JIVI 9TY ABE TUIIOTEe3bI B3aVIMOMCKJIIOYAOIVIMI,
iy Bce BapuaHThl CB nomunzens! equHOMYy raTousan-
OJIOTMYECKOMY MEXaHU3MY.

T'eneTndecknit aHaM3 C 11€JIbIO BbIABJIEHNA My Tali
Tunu4uHbIX reHoB npu CB moJsie3eH nia Bepudmrammn
JIMaTHO3a, OJTHAKO He MMeeT CaMOCTOATEJIbHOr0 3Haue-
HIA B cTpaTudukaimm pucka. Kpome toro, orcyTcTBIE
MyTaIVil He VICKJII0YaeT AMarHosa.

CrpaTuduraima pucka y 6€CCUMIITOMHBIX ITallIEHTOB
¢ cuaapomoM Bpyrana npeacrasiaseT HauboJiee BasKHYIO
¥ BMECTe C TeM IIPOTUBOPEUNBYIO ITpodaemy. Esxxeronnasn
YaCcTOTa OCTAHOBKY CEPJIIA MV CUHKOIIAJIBHBIX COCTOMA-
Huit y nanuenToB CB, nepeHecnnx B aHaMHe3e yCTOM-
unByo T nim DK, cocrasaser ot 1.9 [35] mo 8.8 [36],
7.7 [37] m 13.8% [38] cooTBeTcTBeHHO. VIMIITaHTAI[MA
JIKB/]] Takum OOJbHBIM SBJISIETCS €AVMHCTBEHHBLIM I10-
HacToAleMy 3PPEKTUBHBIM criocoboM JyedueHnusA [37].
OnHako OOJBLIIMHCTBO ManueHToB (64% 1Mo JaHHBIM
kpynHoro uccaenoBauusa FINGER) [35] we umeror xin-
HIYEeCKIUX IIPOABJIeHNN 3a00JieBaHNA HA MOMEHT Bepu-
puranum ayarsosa. dacrora sKe apUTMUYECKUX COOBI-
TUI y TaKUX OOJIbHBIX 3HAUNTEJILHO HIMKE U COCTABJIAET
ot 0 10 0.8% (0.5% o nauueim FINGER) [37]. C npyroit
CTOPOHBI, MOJIOZIOY BO3PACT TUX HAI[MEHTOB U OTCYT-
CTBIME CTPYKTYPHBIX 3ab0JsieBaHMIl cepila IT03BOJISIOT
IIPEIIIONIOMKUTD, YTO HUBKUI €3KEerONHBI PUCK Kapanu-
aJILHBIX COOBITUI JIUIIIb BPEMEHHOE ABJIEHVIE U B TeUEeHIe
HECKOJIbKJX IIOCJIEAYIOINX AeCATUIeTII OyIeT pacTu.

Posip nporpaMMupyemMoii sKeJlyI04KOBOM CTUMYJIs-
MY Opu MHBa3UBHOM OPVI nj1ia cTpaTudukanmy prucka
y 6eccuMmnToMHBIX naleHToB CB 0kmBIIeHHO 00Cy K 1a-
ercsa ¢ MoMmeHTa nepBbix onucauuii CB. Ilocienune mc-
cJIe0BaHMsA, B TOM dKcye Hanbosee kpynHable — FINGER
1 PRELUDE — He 00Hapy K1y He3aBUCUMOTO BJIVAHNUA
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Puc. 5. SnekTpokappmorpamma naumeHTa ¢ CMHGPOMOM
Bpyrapa (cobcTBeHHoe HabnogeHue)

yHBa3MBHOTO OPJI Ha apuTMMUYECKNe COOBITUA B TeUe-
H1e B cpenHeM 32 u 18 mecarnes [35, 38]. Tem He MmeHee,
COTJIACHO HEJABHO OIyOJIMKOBAHHOMY MeTaaHamusy 14
yccJe[oBaHNit, BRIOYMUBIIEMY 3536 HeccuMITOMHBIX
MalVeHToB ¢ (peHOTUIIOM cuHApoMa Bpyrazna, cmoHTaH-
HbII THnaHb naTTepH OKI tnna 1 (r.e. aneBarma ST
B [IPaBBIX TPYAHBIX OTBEJEHNAX DoJiee 2 MM C MHBepCUeit
3ybra T u J-BosiHOI) (puc. 5), a TakKe UHAYKIUA 3Ke-
JIYIOYKOBBIX TaXMapPUTMUIL IIPU IPOrPaMMUPOBaHHON!
JKEJIYJOYKOBO CTUMYJIALVN [IOBBIIIAJ PUCK apUTMI-
qecKux coObITuii B Oyayiiem. Cpok HabJIIOIeHNA cocTa-
BuJ1 oT 20 o 77 mecanes [39]. Takum o6pazom, B HACTOA-
miee Bpema ummanTannusa VIKB]l Ha ocHOBaHUY SaHHBIX
OPJI oTHOCUTCA K KJIaccy pekoMeHnmanuii ITb, T.e. «mo-
sKeT ObITh paccMoTpeHa» Ipu MHAYKIMMN P Bo Bpema
IPOrPaMMIUPYEMOI YKeJIY ZOUKOBOM CTUMYJIAIN By M-
TpeMsA BKCTPACTUMYJIaMI B IBYX Toukax (Kanunueckne
PEKOMEeHJAIMY 10 AVATHOCTHUKE U JIEUEHUIO JKeJIy0d-
KOBBIX apuTMuii, EBporeiickoe obII[eCTBO KapAMOJIOroB,
2015) [21].

B npyrux cayuaax nmnmanranua VIKB]] nauyentam
¢ CB perkoMeHj0BaHa B KaueCTBE BTOPUYHOI TpodhuIaK-
TUKY (KJIacc peKoMeHaaIuii 1), a Takske DoJKHA ObITh
paccMoTpeHa IIpy CIIOHTaHHOM KapTuHe Tuma I Ha KT
Y CMHKOIIe HEACHOTO TeHe3a B aHaMHe3e (KJacC peKo-
mengarmit [1a) [21]. B kagecTBe mpodmaaKTUYIEeCKOI aH-
TUAPUTMUYECKOI Tepannuy PeKOMeHJ0BaHbl XVMHUINH
Y M30IIPOTEPEHOJI, B TOM YNCJIe JJIA JeUeHUA «DJIeKTPU-
4ecKOro IuTopMma» (kJjacc pekomenganuit I1a). Kpome
Toro, naruenTaMm ¢ CB pexomeHnayeTca cobm0maTh pAg
IPaBWJI, TIO3BOJAIINNX MUHUMI3MPOBATE 3BECTHLIE
aKTOpHBI, IPOBOLVPYIOI[ME APUTMUIO, TaKNe, KaK UC-
KJII0YaTh IPUEM IIPernapaToB, CIIOCOOHBIX yCYTyOUTh
saeBanyio ST B IIpaBbIX I'PYAHBIX OTBEAEHNAX; n30eraThb
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Ype3MepPHOro yroTpebIeHIs aJIKOT0JISA U OOMIIBHOM e/1bl;
KaK MOYKHO paHbIIIEe JICIIOJIb30BAaTh »KaPOIIOHMIKAIOIIE
Ipu IMXopagKe Jro0oro reresa [21].

Karexonamunaeprudeckast nosmuvopdguas JKT
(RIIKT)

Hapyenne BuyTprkierogsoro romeocrasa Ca*" mpuso-
JIUT K Cepbe3HbIM apUTMOTeHHbIM ddperTam. MyTaimm
resa RyR2, KoOqUPYIOLIEeTr0 pUaHOAVHOBbIE PELeITOPEI,
OTBETCTBEHHbIE 33 BBICBOOOIKIEHVE KAJbI[MA U3 cap-
KOIJIa3MAaTUUYECKOr0 PETUKYJIyMa KapAMOMUOIUTA,
BBI3BIBAIOT Pa3BUTYE ayTOCOMHO-IOMUHAHTHOIO Ba-
pMaHTa KaTeXoJlaMUHEePr1uiIecKoll IoJUMOpP(HOI Ke-
JYIOYKOBOM TaxMKapAuu. AyTOCOMHO-pPelleCCUBHBIE
TUIIBI paccTpoiicTBa 00yCJIOBJIEHBI HAPYUIEHUAMU
¢pyurimu resa CASQ2, Koogupyroiiero 6eJ0K KaJIbCeK-
BecTpuH, cBasbBaouii Ca?" capkomiaszmMaTuiecKoro
peTuryayma, uiayu myrtanuamyu reia TRDN, kogupyo-
ILIIero TPUaIgMH, KOTOPBIA COeqUHAET KaJbCEKBECTPUH
1 RyR2-penentoper [13]. Ot Tpu H6esika pacriosararoTcs
B TepMuHaJsbHO nucrepHe CIIP, rope BHyTpUKRIETOY-
Had MeMOpaHa HaXOOUTCA B HeIlOCPeCTBeHHON O~
30CcTU K 06J1acTH ITonepeuHbIx Tpybdouek (T-Tpybdouek)
IJIa3MaTUYeCcKoll MeMOpaHbl. B HOpMe ajekTpudeckue
MMIIYJIbCHI [IOCTYIIAIOT B cucteMy T-Tpybouek n akTm-
Bupytor Ca?"-kanajbl L-Tuna, BbI3biBas KosiebaHye KOH-
nenrparmu Ca’*t, mocraTouHoe 115 TOro, YTOOBI BEI3BATh
Ca*-unpyrmpoBanubiit Bbixos Ca’f mocpezctBom pua-
HOAVHOBBIX pererntopos. Berxog Ca’f uz CIIP Bbi3biBaeT
COKpallleHNre MMOIIMTa, KOTOpoe 3aBeplIiaeTca yaaje-
unem Ca?" us 1103055, B 0cHOBHOM Ipu riomorry Ca?*-
ATP-asuoro 1 Na*/Ca? -nacocos. Hapytenne dpyHKimm
STUX PELENTOPOB IPUBOANUT K IIeperpys3Ke KapauoMu-
onura Ca®", sieKTpudecKkoit HecTabUIbHOCTY KJIETOK
¥ (POPMMPOBAHNIO IIOTEHIMAJOB [I0CTAEII0APUBAIININ.
KarexosamuHbl, Ionafamolnye B KpoBb B MOMEHT CTpecca
U /Man (pu3nYecKolt Harpy3KH, BbI3BIBAIOT COKpPAIlleHNe
CepaeydHO MBIIIIEI 32 cYeT (POocOPUINPOBAHNA IPO-
TeMHKIHA3bl PMAaHOAVHOBOIO penenTopa [40—42].

BeizieieHBI TaKkKe PyTye TeHbl, aCCOLMMPOBAaHHbIE
¢ noamumopduoit KT. Cunraercs, 4YTO MyTaluAa B reHe
KNJ2, cBaA3aHHaA ¢ pa3BUTHEM CUHIpPOMa AHJepceHa,
MOJKeT ObIThb IIPUYMHON CEMENHO KaTeXoJaMIHepTy-
geckoii +KT. Onmcanbr MyTanuy B reHe aHKUpuHa B, ko-
Topble Takske HaxonAT npu LQTS4. B nocienuee BpeMsa
BBICKA3bIBAIOTCA IPEANOJI0MKEHNUA, YTO UAMOIATIYEe-
cKaA pUOPUIIANUA KeJyL0UKOB MOKeT OBITh OJHOI
u3 cpopMm cemeitHoi mommmopdHoit sKT [43].

Jnarso3 kaTexoJaMMHEPIUYecKo NoJuMopdHOM
KT darxTuuecku ABiAeTcA AUMATHO30M MCKJIIOYEHNA,
Ipu KoTopoMm AByHamnpasseHHasa KT unu O B oTBeT
Ha (PU3MYECKYIO MJIV DMOIMOHAJIbHYIO HATPY3KY BO3-
HUKaeT y Juil 6e3 CTPYKTYPHBIX 3aboseBaHnUil cepala
u nameHennt Ha KT nokos.
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MepurkaMeHTO3HAA Tepanusa 3aKJI0YaeTCs B Ha3Ha-
uenun B-6J10xaTopoB. VImeercs psj coobiiennit o6 adp-
(hbeKTMBHOCTM aHTArOHMCTOB KaJblIuA (BepallaMu)
npu cemeitHol nonumopdHroit JKT. B nesom, Bcem ma-
LMeHTaM II0OKa3aHo U3MeHeHMe 00pasa KIU3HM — OTMeHa
buBMUEeCKNX HAaTPY30K U 3aHATUI CIIOPTOM.

Nauonatuyeckas puOpMILIALNA KLYy TOIKOB
VnmnonaTndeckas (puOpUILIALNA $KEJTYyJOUKOB — PEIKOe
3a00JieBaHYE HEM3BECTHOM 3TMOJIOI M, MAHN(PECTUPYIO-
miee cuHKONAJIbHBIMY cocToanyuAaMy 1 BCC B oTcyTcTBIE
JIaHHBIX 3a OpraHudeckoe 3aboJsieBaHMe ceplla WM Ka-
masonatun. [lna naunonatudeckoint P xapaxkrepHO
CIIOHTaHHOE Pas3BuUTHE (PaTaJbHON apUTMUK BHE CBA3U
C HarpysKaMH, 4acTo BO CcHe. 3amyck @ ocyriecTBiisa-
eTCs YKeJIyJOUYKOBOM 9KCTPACUCTOJNNEN C O4YeHb KOPOT-
KIM MHTepBaJIoM crielieHud. Ha cerogusa noxkas3aHo yda-
cTre BOJIOKOH IIypKUHBE B MHAYKIUK U OO PIKaAHUN
apuTMNUN, IIPOTEKAIOIEN II0 MeXaHN3MY re-entry [44].

ApurmMoreHHas AUCIIa3Us IPABOTO KEJYT0IKA
(AIIR)

ApurmoresnHaa aucniasusa (MM KapAMOMUOIIATUA)
npaBoro xkeaynouka (AJIIMK) orHOCUTCA K penruM
HacJeJCTBEHHBIM 3a00JeBaHMAM, XapaKTepusyeTcs
SKEeJIyJOYKOBBIMY apUTMUAMY, BHE3AIIHON CepaedHOM
CMepThIO U OucyHKIMeN mpaBoro xkeaygouka. C mo-
MeHTa IepBoro noxpobdbxoro onucanua AN B 1982
roxy nporio 6ostee 30 JeT. 3a 3TO BpeMs OIIyO0JIMKOBaHO
MHOKECTBO KJIVMHUYECKNUX I DKCIIEPUMEHTAJbHBIX MC-
CJIeTOBaHMIA, IIOCBAIIEHHBIX 9TOMY 3aboJsieBaHMI0. B TOM
4lICcJIe YCTaHOBJIEHO, UTO HamuboJiee 4acTol TeHe TUYeCKOit
npuunuoit AQIIMK asaamTcea myTanumu 6eJIKOB JeCMO-
COM — OCHOBHBIX BJIEMEHTOB MEYKKJIETOYHBIX CTPYKTYP
aare3mn, IpmuCcyTCTBYOIINX B MHOTOCJIOMHOM 3IINTEeJIN
u B Muokapge. Tak, pe3yabTaTbl HeTaBHO ONyOJIMKO-
BaHHOT'O MCCJIeNOBaHNA, BKJIIOYNBIIETO 577 IallieHTOB
n3 amepurasckoro (Johns Hopkins registry) u JJaTckoro
peructpos ALK, nokaszann, uto 80% G0OJIbHBIX MMeEN
MyTanuio B reHe PKP2, KogupyIoiero miakopmuiany —
onuH 13 DEJIKOB 1eCMOCOM. ¥ OCTaJbHBIX YYACTHUKOB
JCCJIeOBaHUA HalileHbl MyTalluy JPYTUX I'€HOB JeCMO-
coMHbIX OeskoB: DSG2 (mecmorgensn), PLN (niaxkodpu-
auH), DSP (necmortakuu), DSC2 (necmorkosins), JUP
(coemyHUTENBHEIN IIaKOTI00MH), TMEM43 (TpancMeM-
O6panHbIii 6eJiok 43) [45].

OTY AUCILIA3UI0 MIUOKapPAa MOYKHO Ha3BaTh «Kapau-
OMMOTIaTHE MEeKKJIETOUHbIX KOHTaKTOB» [11]. ledperT
JIeCMOCOMHBIX OEJIKOB BbI3bIBAET HAPYIIIEHNE MeXaHN-
YEeCKOT'0 COeIVTHEeHNA COCETHNX MMOLIMTOB, YTO IIPVBOUAT
K UX pa3beIuHeHUI0, 0CODEHHO B YCJIOBUAX pacCTAKe-
HusA Myokapga. Habaronarommecsa npyu 9ToM BocIiaje-
H1e, pubPO3 U aAUMIOIUTO3 MOTYT OBITh Heclenudu-
YEeCKMM OTBETOM Ha ITOBPEKIEHME, aHAJOIMYHOM TOMY,

YTO IPOMCXOANUT IIPU JII0OOOM ITOBPEXKIEeHNM MIOKapaa
[46]. Takaa naToreHeTM4Yeckas MOJEJb 00 bACHAET TOT
dakT, 9TO JIUTEJIbHOE Ype3MepHOe HalIpAKEHNe, CO-
IIPOBOKAAIOIIEeCd pacTAKEeHMEeM MIOKapa, 3HAYNMO
yBeJn4YuBaeT PUCK paHHeN KIMHUYEeCKOol MaHudecTa-
uyy 3aboseBanus u noselaer puck BCC. Kpowme Toro,
3TO 00BACHAET, I0OYEMY B IIaTOJIOIMYECKUI ITpoIiecc
mpu AT gamie BoBJedeH OoJiee PaCcTAKIMMBIN 1 TOH-
KOCTEHHBIN IPaBbIl JKeJyLoUYeK, 0COOeHHO Ha PaHHUX
craguax 3aboseBaHud. BesycJaoBHO, MeXaHUYECKOE
pasbequHEeHNEe IPUBOSUT U K BJIEKTPUUIECKO HEOJHO-
poznHocTH, POPMUPY A MLeaJbHBIN CyOCTpaT AJId pa3BU-
THUA KeJYIOYKOBBIX re-entry raxmrapanii [11].

Ona guarsocturu AJIIMK B 1994 rony Oblam BbI-
IBMHYTEI Kputepun Paboueit rpynner — Task Force
Criteria (TFC), B 2010 roxy TFC 6b111 11oiBepruyThl
nepecmoTpy [47]. Juarnoctuyeckne kpurepun AJTIH
BRJIIOYAIOT XapaKTepHble U3MeHEeHN A Ieloiapnu3anmn/
penosiApm3anuy Ha BJIEKTPOKApPAMOTpaMMe, TaHHbIE
3XOKapAyorpaduy 1 MarHMTHO-PE30HAHCHOI TOMOrpa-
¢pun (MPT) (puc. 6) B OTHOIIEHNY HAPYIIEHUIT MOP(O-
Joruy ¥ (PYHKIMY IIPABOTO $KeJIyI0YKa, XapaKTepHbIe

Puc. 6. MarHMTHO-pe3oHaHcHas Tomorpadus cepg-

ua y naunerta ¢ AQIMK (cobecteeHHoe HabnogeHue).

Ha nzobparkeHusix B NPOEKLyM BbIBOGHOrO OTAENa NpaBo-
ro xkenypouka (BOIMXK) B koHeuHo-cucTonmnuecko (A)

U KOHeuYHo-gnacTonudeckoi (B) pasax ceppedHoro umkna
BMOHbI MMKPOaHEBPU3Mbl CBOBOAHOM CTEHKM NpPaBoro
»enypouka (obo3HaueHbl CTPenKamu), HEKOTOPbIE BMOHbI
B 06e dhasbl. M306parkeHns o KOPOTKOM OcH, Nony-
YeHHble B KOHEYHO-cHcTornmyeckyto (B) n koHeuHo-pgua-
cronmueckyto (M) pasbl, MOKa3bIBAOT AUCKMHES BEPXYLLKM
NPaBoro enyaouxka
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M3MEHEeHNA TKaHM MUOKapa [Py 9HAOMMUOKAPINAJIb-
HOJI OMoIICUy, a TakKe HaJIM4ne $KeJlyJOYKOBbIX apuT-
MW, TaHHBbIE CEMENHOTO aHaMHe3a U reHeTUYeCKOTO
TectupoBaHud (maba. 3). Auaruos AJIIMK cunraerca
IIPaBOMOYHBIM ITPV HAJIMYNMN YeThIpeX 6aJIJIOB, IIpM 3TOM
OZIViH OOJIBIIION KPUTEPUI COOTBETCTBYET ABYM baJi-
JlaM, OJIVH MaJiblii — ogHOMY OaJury. IIpn Hasmmunm Tpex
6asoB quarHo3 AJIIIM cunTaercsa BepOATHBIM, TOTZA
KaK IIpu 4yucJe 6aJI0B OT OJHOTO [0 IBYX CJENYeT CUu-
TaTh, yTo y nanyenta AJIIIH wer [47].

IIpaBuabHoe Jeuenne nainuentToB ¢ AJJIIMK B He-
MAaJIOJi CTeIlIeHM 3aBYUICUT OT aJleKBaTHOM AMArHOCTUKIAL.
JleueHne ke onpeniesAeTCA CAeAYIOUVIMY CTPATETUAMMU:
crpatucpuranusa pucka BCC u perrenne Borpoca 06 nm-
IJIAHTAIUY KapanoBepTepa-gedpudpuinaropa (JIKB]),
MMUHUMMU3aIMA 4acToThl pa3dpanos VIKB]] n npodu-
JAKTUKA nporpeccupoBanud 3adoseBanua. CorsacHo
obuuM pexomeHpanuAM o npoguiaakrure BCC, nm-
naauTanusa VKB nmokasana namueratam AJIIIMK, ne-
peHecIuM (PUOPUIIIALNIO KEJTYL0YKOB, YCTONINBYIO
JKEeJYOOYKOBYIO TaXMKaPIONUIO MJIM CYHKOIIAJbHBIE CO-
crosauus. B uccaenosaune Bhonsale A. u coaBT. BoII-
au 84 nmaumenta ¢ AIIIMK, HabirogaBIInXcsa B TeYeHME
4.7 = 3.4 netr nocye nmmtanTauyy VKB ¢ nesabio nep-
BIUYHOV TpodpuitakTurY. IIpenykropamn sdppeKrTIBHON
BJIEKTPOTEePAIINY ITOCIYKUIN: CUMIITOMBI 32001 BaHNUA
(T.e. cTaTyc obcyenyeMoro, a He 4jieHa CeMbH), UHIYK-
nusA KT npu 951eKTPopr310SIOTNYECKOM UCCIIEI0BaHN,
Hasuuue Heyctounsoi KT, gncio ey 0IKOBBIX
sxcTpacuctoJ (FKIC) 6osee 1000 B cyTrn. THOYKIIMA
JKEeJYLO0YKOBBIX TaxmapuTMmuii npu OPDPI O6vl1a HEsa-
BUCUMBIM (PAKTOPOM puCKa 3(PQPEKTUBHBIX Pa3pALOB
VIKB]I [438].

TaxkuMm o0pas3oM, B HACTOAILee BpeMA MMILJIaHTAI[UA
VIKB]l mokasaHa mammMeHTaM, OTBEYAIOIUM KPUTEP-
am TFC, ocobeHHO ecsqu B aHAMHe3e Y HUX VMeeTCsA
BCC, ycromtunsasa KT mnin apurmMoreHHoe CUHKOIIE,
6oabirioe unciao JKIOC u/uam Heycrotunsasa KT [46].
Kananmucram cienyet 66ITh 0COOEHHO BHUMATEJbHbBI-
MBI OTHOCUTEJIbHO cTpaTuduiranuu pucka BCC y i,
y Koropbix AJIITK BBIABIIEHA B pe3yJbTaTe CEMETHOTO
ckpuHuHra. Kak npaBuiio, Takue maneHTbl HAX0OATCA
Ha OoJiee paHHel cTaguu 3aboseBanuda. OrpaHndeHe
dpmanUecKoit Harpy3KM U InpruMeHeHne 3-6JI0KaToOPOB,
BEPOATHO, NTO3BOJIAIOT cHU3UTD prck BCC y Takux JmiL.
OpHako, ecoiu IPUHMMAETCA PellleHre O HeMMILJIaHTaIUN
VIKBJ, TpebyeTcd TIaTeIbHbIV I MOHUTOPMHT COCTOSIHNA
00JIbHOTO.

Bcem nammenram ¢ ANIIMK nokasanb 3-6J10KaTOPBL
B kaugecTBe IONOJNHNUTEIBHON aHTHAPUTMIYECKOI Tepa-
MY PeKOMEeHIOBaHbl aMIOIaPOH MJIV COTAJION. B pexn-
KIX CJIy4asaX IPUMEHAIT U JPYyT/e aHTUaPUTMUYECKIe
cpencrsa. IIpn HesdpheKTUBHOCTN aHTUAPUTMUKOB,
noBTopAmnmxca paspanax VIKB]l pekoMeHI0BaHO
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BBIIIOJIHEHNE PaIMOvYacTOTHON abaluy apuTMOTEeH-
HBIX o4aroB. CjielyeT OTMETUTH, YTO POJIb KaTETEPHO
absanun y nanyentos ¢ AIIIMK cBoguTca K BO3BMOMK-
HOMY CHM’KEHUIO 4ucJja pasdpanoB gedubpuiiaaropa
Y IOBBIILIIEHMIO KauecTBa sKU3HNU. COTJIaCHO HECKOJIBKUM
JCCJIeJOBaHUAM, IIOCBAIeHHBIM 3(p(PeKTUBHOCTY KaTe-
TepHON absanun y nanueHToB ¢ AJIJKII, ceoboma ot sKT
cocraBisisgeT oT 25 10 47% B TeyeHMe MepPBOTO roja Ha-
6aronenns, 21 n 15% 3a 5 u 10 set mocsie onepanyn [46].
O PEeKTUBHOCTD BNMKAPANATIBLHON adJIaIMy HECKOJIbKO
BBIIIIE U cocTaBiisieT 64% B Teyenne nepsoro roga u 45%
B TeueHne 5 Jjet [46]. Corsacuo marubiM Philips B. u co-
aBT., cBOOOMA OT 3ppeKTUBHBIX padpAnos VIKB]I nocie
SNMKAaPANAJIbHON paanodacToTHON abmanym y 30 manm-
enTos ¢ AIITM cocrasuaa 83, 76 u 70% B Teuenue 6, 12
u 24 MecHAIeB COOTBETCTBEHHO [49].

EnyacTBeHHBIM 5(p(PEKTUBHBIM CIIOCOOOM 3aMese-
HIIA IPOrPeCcCUpPOBaHNA 3a00JIeBaHNA B HACTOAIIEe Bpe-
MdA ABJIAETCA OTpaHuYeHye (PU3UIECKUX HATPY30K.

3AKJNHKOYEHME

B 3akJroueHne HaM X0TeJIOCh OblI IPUBECTU OILyOJIMKO-
BaHHbIe B 2014 rony manHble onpoca EBpomerickoi ac-
cormanuy ceppeunoro putMma (European Heart Rhythm
Association), mpoBezmeHHOro cpenu kKapamoaoros 50
kJaMHUK B 23 ctpanHax [50]. Onpoc ObL mocBAIeH gua-
THOCTVIKE VI JIEHEHMIO ITIallMMEHTOB C BPOMAECHHBIMN aPUT-
MygecKkuMy cuHgpomaMy. CoryiacHo pesyJsibTaTaM 9TOro
yccaenoBaHNsA, OOJIBIIMHCTBO MAlIeHTOB C KaHaJoIa-
TUAMU TIPOXOJSAT FreHeTn4YecKoe TectupoBauue: ot 70%
npu LQTS 10 36% — cpenu manmeHTOB ¢ UAMOIATIYE-
ckoit K. XoTa JauIlb TpeThb KIMHUIYCTOB 00Cy K 1a-
IOT Pe3yJIbTAaThbl TECTUPOBAHUA C ITAIIIEHTAMI U TeHe-
TUKaMIY, IJIA OIMATHOCTUKY BPOXKIE€HHBIX KaHAJIOIATUI
OTHOCUTEJIBHO YacCTO IPUMEHAT PapMaKOJIOTUIECKYE
npoObbr. Taxk, quia auarHocTuru cuugpoma Bpyraga 89%
OIIPOIIEHHBIX VCIIOJIb3YIOT OJIOKATOPHI HATPUEBBIX Ka-
HaJIOB, a JJIA IIOATBEPIKIESHNA KaTeX0JIaM/HEPTUIeCKOi
SKEJIY IOYKOBON TaxuKapaun 36% MoJIb3yIOTCA U30IPOo-
TepeHoJOM. {71 IMAarHOCTUKY OCTAJIbHBIX KaHaJIona-
it 80—92% Bpaudeil hapMaKoJIOrMIECKYI0 IIPOBOKA-
LIMIO HE MCIIOJIb3YIOT. B GosbimHacTBe KIMHUK (82—98%)
He npuberaioT K BHyTpucepneunomy OPU ana uu-
OYKIUU $KeJIyTOYKOBbIX apUTMMUL, 32 UCKJIUYEHUEM
cayuaeB CB (39% knuuug ncrnosnbsynr OPU). Ot 27
10 54% y4yacTHMKOB mccjenoBanus BrawodaoT MPT
B AMAarHOCTUYECKUI TPOoToKoJ naimeHToB ¢ CB n nan-
OIIATUYECKUMHU 3KeJYOOUYKOBBIMY apUTMUAMHU, PEKe
y nmanuenToB ¢ LQTS u SQTS (11-17% y4acTHUKOB).
Koponaporpadmusa seimoausercsa B 62% ciydaes namo-
natnyecknux OE/HKT. SOunmommorapamasbHasa OMOICKUA
BKJIFOUAETCH B IIPOTOKOJ MccaenoBaunus y 8% O0JIbHBIX
unuonatudeckoit PK. B GosnbmMHCTBE OMPOIIEHHBIX
KJIMHUYECKUX IEHTPOB CPeay MallMeHTOB C BPOXKIEH-
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Tabnmua 3. [uarHocTMyeckmne KpMTepmn apuTMOreHHoM grcnnasmu npasoro xenygouka (AOMXK) (F. Marcus 1 coasrT.,
2010) [47]

T'pynma Boubine kpurepnn Mauible kpuTepUM
IIo nanubiv 2D IxoKT: IIo nanubiv 2D IxoKT:
JIOKaJIbHA s aKMHe3Ud, QUCKNHe3nd niay aneBpuama [IMK | soxkaabHas akMHe3UA, UCKUHE3N A, TUCCUHXPO-
J onyiH 13 coeAyIONMX IapaMeTpPOoB, M3MePEeHHBIX Hua IR
B KOHI[€ I1aCTOJIbL; W opyiH u3 caenyonmMx IapamMeTpoB, U3MePEHHBIX
IITITO BOIIMK = 32 mm B KOHIIE [1aCTOJIbI;
T'sobanbHas IIIIKO BOIIM = 36 mm MJIN TITITO BOITMK = 29 n < 32 mm;
/N OTHOCUTEJIbHOE M3MeHeHre tomanm < 33%); IITTKO BOIIK = 32 u < 36 mm MJIN
pernoHajbHadg ITo nanubim MPT: OTHOCHUTeJIbHOe N3MeHeHye Iomany > 33
IVCYHKIMA | JIOKAJIbHAA aKMHe3Ud, IMCKUHe3nA uian aneBpuama [ n <40%;
U CTPYKTYPHBIE amnbo auccuuaxponnsa [IK Do nanasiv MPT:
HapyIIeHNI VI onyiH 13 cIenyNIX IapaMeTPOB: JIOKAJIbHAA aKVHEe3WA, TUCKIHEe3NA U AVICCUH-
orHotrenne KO ITK k BSA = 110 mur/m? (My»K4MHbBIL) xpouusa [T
i 2100 vt/ m? (PKeHIIHB) U onue 13 cileyomMX 1apaMeTpoB:
DB IIK < 40% ornorenre KO I k BSA n 2110 mu/m? (Mmysk-
Ilo naHHBIM OpPaBoIi BEHTPUKYJIOTrpadpmir: uyHbl) ma 2100 Mu1/M? (SKEeHIIMHDI);
JIOKAJIbHAA aKMHe3UA, JUCKMHe31A iy anespusma [IMK DB ITMK > 40 <45%
Ot 60 1o 75% pesnnyasbHBIX MUOLVITOB IIPY MOP-
OcobeHHOCTH Memnee 60% pesuayasbHbIX MUOLUTOB IIPU MOPgoMe- A % peanny » p p
domerpuaeckom aHasmmze (i meree 50—65%,
CTPOeHUsA TpudeckoM aHasmae (v meHee 50%, ecim onpene-
. | ecsm onpepesseTcA) ¢ puOPO3HBIM 3aMeIleHeM
TKaHM CTEHKM | JigeTcsd) c PuOPO3HBIM 3aMeIl[eHIEM TKaHI CBOOOIHOI "
. TKaHy cBobogHOM cTenkn IIMK (¢ namu 6es3 3ameriie-
JKEJIyIOYKOB crerHku IIJK (¢ niam 6e3 3aMelie s sKIUPOBOIL TKAHBIO) "
HILA SKMPOBOJI TKAHbIO) B OZHOM 1 DoJiee 00pasiax,
cepaua B 0ZHOM 1 H6oJiee 06pasnax, mosydeHHerx mpyu OMb
IIoJIy4eHHbIX Ipn OMB
JIuBepcusa T-BoJtHBI B oTBemeHNAX V1—V2 y Jnig
AHomau JIaBepcusa T-BoJIHBI B IIPaBbIX IPEKOPAMAJbHBIX crapure 14 ser (6e3 mosxoit BITHIIT') nimn B oTBe-
penosapusa- orBenennax (V1—V3) unm 6osee y sury crapre 14 et neHuax V4—Ve.
o npu orcyTceTBuy nosHoi BITHIIT JIuBepcusa T-BosHEI B oTBeerHNAx V1—V4 y anig
crapie 14 get npy Hasrany nossoy BITHIIT
ITozgane norenmnuans! mpu ORI Beicokoro pas-
pelrenns (= 1 u3 3 mapamMeTpPOB IIPU OTCYTCTBIUN
QRSd = 110 mc mpu crargapTHO OKI':
fQRS = 114 mc
AHomasm
ITpomoIsKNTEe IBHOCTD HUBKOAMITINTY THBIX
IeTI0JsI~ OICUIIOH-BOJIHA B 0TBeeHuAX V1—V3 (BocponsBoam-
(<40 mB) curaajos = 38 mc
pusaimn/ Mble HMBKOAMILIUTYAHbIE CUTHAJIBI MEYKIY OKOHYAHIEM
CpenHeKBaapaTuiHas aMILTUTYIa mocieaaux 40 mc
HapyIIEeHNI QRS n mHaganom T-BoJiHbI)
kxomruiekca QRS <20 mc
IPOBEIEHNA .
TIponomKUTENBHOCTD TO3/IHEH aKTHBAIUH = 55 MC,
V3MEPEHHOM OT CaMOJ HIUYKHEeN TOYKY OKOHYaHNUSA
QRS, B Tom uncisie R’ 8 V1-V3 npu orcyTerBrum
nosiHoy BITHIIT
Heycroitunsasa nin ycrovunsas ¢KT ns BOIIM
N —— Heycroitunsasa nnn ycrortunsas KT ¢ mopdostoruent ¢ mopdosorneit 6saorkansl JIHIIT ¢ «10yHO»
p 6noxansl JIHIIT ¢ «ceBepHOII» OChIO VJIVI HEeVI3BECTHOM OChIO
> 500 KIC 3a 24 ¥ XM
Cewmerntubiii anamaes AJITIM mpy HeBo3MOYKHOCTI
" OIIpeziesIeHIA COOTBETCTBIUA IPEICTaBIEHHBIM
AT -kpuTEepun y POACTBEHHUKOB IIEPBOI JIVTHUN PER S PER
AJITIM y poiCTBEHHMKOB II€PBOJ JIMHUM, IIOATBEPIK- puTep
P Cayuyau BCC (B Bodpacte 110 35 J€eT), BEpOATHO
CeMeriHbI JIleHHa A JaHHBIMI ayTOIICUN MJIV BO BpeMA XUPYypPruie- .
obyciioBsenHble AJITIMK y pofCTBEHHMKOB IIePBOIL
aHaMHe3 CKOTO BMEIIaTEeJIbCTBA P
BriABJIEHME reHETUUECKUX MY TaIlNiA, aCCOIMMPOBAHHBIX
Huaruos AIITMK noaTBepsKaeH TUCTOJIOTMIECKA
VLIV BOBMOSKHO aCCOIMMPOBaHHbIX ¢ AJITIMK
VIJIVI COIJIACHO IIPEJICTABJIEHHBIM KPUTEPUAM
Y POACTBEHHUKOB BTOPOI JIMHUL

BSA (body surface area) — nnowapnb nosepxHocTn Tena; BIMHIMI — 6nokaga npaesor HoxkM nyuka MNca; BOMXK — Bbi-
BOJAHOM oTaen npasoro »enypouka; H3OC — xenypoukosas skctpacuctonmsa; KOO MK — koHeuHo-pguacTonuyeckmm
obbem npaeoro xenygouka; JIHMI — nesas Hoxka nyuka Mvca; MK — npasebin xenypouek; MMNOO — napactepHanbHas
nosuums no prmHHor ocw; MNMINKO — napactepHanbHas nosuums no kopotkor ocu; PB MK — dpakums BeiGpoca npasoro
*enypouka; XM — xonteposckoe moHutopuposanue IKI; IxoKl — axokapamorpadus; IMb — aHpoMHoKapamanbHas

6uoncus.
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HBIMM KaHaJonatuamy nMmitanraima VUKB] nia nep-
BUYHOIM TPOPUIAKTUKY BhINONHAeTCA auib B 0—5%
cJIy4aeB, TOTZA KaK JJIA BTOPUYHONM IPOPUIIAKTUKA da-
crora ucnoabzosanus VIKB]] sozpacraer 1o 90—100%.
JleueH1e TTIOBTOPHBIX $KEJIYAOYKOBBIX apUTMMUIL, IIPUBO-
IAIMX K MHOKeCTBeHHBIM paspsanam VKB, mpoBogAaT
IpY IIOMOIIM YCUJIEHUA IIPOBOAMMOI Tepanmny, IpuMe-
HeHus $-GJI0KATOPOB, PA3INYHBIX AHTUAPUTMUKOB (MH-
dys3usa nzonporeperosa, xuauauy npu SQTS), kapan-
AJIbHOM CUMIIATUYECKON JeHepBaluu. PanmoyacToTHasd
abmamua (PHYA) cunrtaercda nIpennoYTUTEIBHBIM METO-
IIOM IIPY UAVOTATUYECKO (PUOPUILIIAIINN $KeJIY LOUKOB
(20%), Torma Kak mpu OCTAJIbHBIX KAHAJONATUAX YaCTOTA
npumeHeHnsa PUYA He npessuuaet 8%.

ABTOpBI OIIpoOca eJaloT BBIBOJ 00 00Iel mpuBep-
SKEHHOCTM YYaCTHMKOB JICCJIEJIOBAHNA K HACTOAIIMM pPe-

KOMEHJAIMAM, OJHAKO [TOAYePKMBaoT, 4To 6osee 50%
BCEX IIEHTPOB, YYaCTBOBABIINX B OIIPOCE, HE YIACTBYIOT
B KaKux-J1nb0 perncrpax (MeCTHBIX MHCTUTYTCKUX, Ha-
LVIOHAJBHBIX MJIM MEKIYHAPOIHBIX), UYTO, 0€3yCJOBHO,
YCJIOKHAET 3aJ1a9y U3YyUeHUA TeueHUA, dPPEKTUBHOCTA
Tepanny, CTPaTU(MUKAIINY PUCKA ¥ IIPOTHO3A Cpeay Ia-
LIMIEHTOB C [TIePBUYHBIMY & PUTMOT€HHBIMI CUHAPOMaMIL. @

Paboma noddepacana eparmom [Ipasumeavcmea
Poccutickotl @edepayuu 0aa zocydapcmeennot
1000ePHCKU HAYUHBLL UCCAO08AHUL, NPOBOOUMBLL
100 PYK0800CcMEoM 8e0YUUX YUEHBLL 8 POCCUUCKUX
HAYUHBLL YUPercdeHusxr u 20cy0apcmeenHnbLy
HAYuHbLE yermpax Poccuiickot Pedepayuu
« MonexkyasapHole mexaHudmvl Pud pUALAYUU
npedcepduti» (Ne 14.250.31.0026).
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