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Pestome

BeepeHne. Aputmuu cepaua SBASIOTCA OOHUMM W3 CaMblX PACMpPOCTPaHEHHbIX B TPynne CepaevHO-CoCyamUCTbIX
3abonesaHuit (CC3) cocTosiHMiA, M MOTYT MPMBOAMTL K BHe3anHom cepaeyHoi cmepTu (BCC). bonee 2 munnmnoHos cnydaes
BCC BosHukatoT BCNeACTBUE apuTMUK. VIOHHbIE KaHarbl MMEIOT BaXHOE 3HaYeHWe 4N1s Nepeaayu anekTpU4eckux CUrHanos
B kapavnomuountax. Kanuesble (K*) kaHambl urpaioT BaxHyl ponb B penonspusauuu noteHuvana genctsus (M0).
CeppeuHble kaHanmonatuu nopaxaioT He MeHee 1:1000 4enoBek, KIMHMYECKN MPOSBASACH Pa3NNYHbIMU HapYLLIEHNSMA
puTMa cepaua, cygoporamu, obmopokamu, BCC u gp. MoeHtudukaums mMyTaumm B reHax KanwesblX KaHamoB y 60MbHbIX
apuTMMEN W BbISIBNIEHUS TEHETUYECKUX NPUYMH apUTMUYeckux bonesHen cepaLa sSBnSioTCS akTyarnbHbIMW B Kap4nonoruu.

Llenb. PaccmoTpeTb MyTauuu B reHax KanveBblX KaHamnoB y NaLWEHTOB CepaevHOoi apuTMmueit no LaHHbiM 0630pa
nuTepaTypbl.

Crparerus noucka. lMouck MCTOYHWKOB NpoBoAuNK B cneaytowmx 6asax: PubMed, Scopus, Web of Science n Google
Akapemus. OnpegeneHbl KpuTepun BKIOYEHNs nybnukaumi B 0630p nuTepaTypbl — 370 Ny6nvKaLum ¢ NOMHbIM TEKCTOM, Ha
PYCCKOM 1 @HIMMICKOM si3blkax. [nybuHa noucka coctasuna 10 net: ¢ 2012 no 2022 rogel. BeibpaHbl 21 cTaTeii B kauecTse
aHanuTU4YeCKoro Matepuana, KoTopbIe MPOLLIN KPUTUHECKMIA POLIECC OLIEHKN.

Pesynbtatbl. O630p nuTepaTypbl nokasan, 4to 3a nocregHve AeCATUNETUS Mbl MPOABWUHYMMCL B MOHUMaHUK
EeHETUYECKUX MPUYMH apuTMmuyecknx OGonesHel cepaua. MyTauum B reHax KanWeBbiX KaHarnoB fieXaT B OCHOBE
HacneaCTBEHHbIX KaHanonaTui, kak cuapom yanuHenHoro uhtepeana QT (LQTS), cuHapom ykopoueHHoro uHTepsana QT
(SQTS), cuHapom bpyrapa, cuHapom AHgepceHa-Tasuna, v Bkntovas ubpunnsauuto npeacepams (ON).

BbiBoabIl. MonekynspHble MexaHWU3Mbl, Bbi3blBaOLLME AUCHYHKLIMIO KanWEBbIX KaHaNoB, OCTAKOTCS MNOXO0 U3Y4YeHHbIMU.
TexHOrnommM reHOTUNMPOBAHMUS YAYYLLAKOT MOHUMAaHWE MOMEKYNSAPHBIX MyTeWn, CBA3AHHbLIX C MyTaLUMsMM B reHax Kanuesbix
KaHamnoB W MOMOTYT BbISBNEHMI0 HOBbIX TEPANeBTUYECKNX MULLEHEI AN1S NEYEHNs apuTMuK.

Kntoyesbie cnoea: apummus, HacnedcmeeHHas apummusi, cepleyHble Kanueeble KaHalbl, 2eHHble Mymauyuu,
Mymauuu 8 2eHax Kanuesblix KaHaros, aHmuapummozaeHHasl mepanus

Abstract
MUTATIONS OF POTASSIUM CHANNEL GENES IN PATIENTS
WITH CARDIAC ARRHYTHMIA. LITERATURE REVIEW.
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Introduction. Cardiac arrhythmias are the most common among the group of cardiovascular diseases (CVD), and can
lead to sudden cardiac death (SCD). More than 2 million cases of SCD occur due to arrhythmia. lon channels are crucial for
the transmission of electrical signals in cardiomyocytes. Potassium (K+) channels play an important role in repolarization of
action potential (AP). Cardiac channelopathies affect at least 1:1000 people, clinically appearing in various cardiac
arrhythmias, seizures, syncope, SCD, etc. Nowadays identification of mutations in potassium channel genes in patients with
arrhythmia and detection of genetic causes of arrhythmic heart diseases are actual in cardiology.

Aim. To do research about potassium channel mutations in patients with cardiac arrhythmia according to a literature
review.

Research strategy. Search for scientific publications was carried out in the following databases: PubMed, Scopus, Web
of Science and Google Academy. Criteria for inclusion of publications in the literature review were defined as publications
with the full text, in Russian and English. The search depth was 10 years: from 2012 to 2022. 21 articles were selected as
analytical material and went through a critical evaluation process.

Results. The literature review showed that over the past decades we have made progress in understanding the genetic
causes of arrhythmic heart diseases. Mutations in potassium channel genes underlie hereditary channelopathies, such as
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long QT syndrome (LQTS), short QT syndrome (SQTS), Brugada syndrome, Andersen-Tawil syndrome, and including atrial
fibrillation (AF).

Conclusions. The molecular mechanisms that cause potassium channel dysfunction remain poorly understood.
Genotyping technologies can help to understand molecular pathways associated with mutations in potassium channel genes
and will identify new therapeutic targets in arrhythmia.

Keywords: arrhythmia, hereditary arrhythmia, cardiac potassium channels, gene mutations, mutations in potassium
channel genes, antiarrhythmogenic therapy.
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Kipicne. Xypek-kaH Tambip aypynap TobblHAa XKypeK apuTMUSICHI €H, KON TapanfaH XoHe KEHeTTEH XYpek eniMiHe
aKenyi MyMkiH. KeHeTTeH Xypek eniMiHiH, 2 MUNNMOHHaH acTaM XafFaaibl apuTMus acepiHeH nanga 6onagbl. VoHabIK
kaHangap kapanMoMMoLMTTepae 3MEeKTP CUrHandapbiH TackinMangayfa biknanbiH Turisedi. Kanui (K+) kaHangapsl acep ety
noTEHUManbIH penonsapusauusnayaa MaHbi3gbl pen atkapagbl. XKypek kaHanonatusnapbl kem aerenge 1:1000 apgamra
acep eTefi, XoHe KNWHUKanbIK TYPAE XYPeK bipFaFbiHbiH Typni Oy3binynapbIMeH, KypbiCynapMeH, TanMameH, KeHeTTeH
Xypek enimimMeH xaHe T. 6. kepiHeai. Kasipri TaHaa apuTMUSIMEH aybipaTbliH HayKacTapaa kanuii kaHangapel reHgepiHaeri
MYTaUWsHbI aHbIKTay XSHE apuUTMUANbIK XYPEK aypynapbiHbiH, reHeTukanblk cebenTepiH aHbIKTay kapauornorusga ere
MaHbI3abl 6onbin Tabbinagbl.

Makcatbl. ©OpebueTTik wWony apkbinbl Xypek aputmusicbl Bap HaykacTaphafbl Kanuii kaHanapbl rengepiHgeri
MyTaLWsIHbI KapacTbIpy.

Isgey ctpateruscbl. [epekkesaepai isney keneci 6asanapaa xyprisingi: PubMed, Scopus, Web of Science xaHe
Google Akagemuscel. bacbinbiMgapabl o4ebueTTik LWonyFa eHrisy KpuTepuinepi aHbikTanabl - 6yn TonbiK MaTiHi 6ap, opbIC
XOHe aFbiNWbIH TinaepiHae TabbinFaH xapusnaHbivaap. 13gey TepeHairi 10 xbinabl Kypagsl: 2012 xeingad 2022 xbinfa
peniH. Ocbl Takbipbin GolibIHILIA ChiHM BaFanay npoLeciHeH eTkeH 21 Makana TaHgangs!.

Hotuxenep. OpebueTTik wony OepekTepi COHfbl OHXKbINAbIKTA apUTMUAMBIK XYPEK aypynapbiHblH, FeHeTUKanbIK
cebenTepi kawnbl TYCiHiKTI TepeHaeTTi. Kanuii KaHanbiHbIH,  reHgepiHgeri  myTauusnap TyKbIM  KyanailTbiH
kaHanonaTuanapgblH, HerisiHge xartblp. Mbicanel, y3apteinFaH QT cungpombl (LQTS), KbickapTbinFaH QT CUHAPOMBI
(SQTS), bpyraga cuHapombl, AHLEPCEH-TaBMN CUHAPOMbI XaHe aTpuanbasl hnopunIaums.

KopbiTbiHAbl. Kanuil kaHanbiHbIH, OWCHYHKUMACHIH TyAbIpaTbiH MaHbI3bl  MOMeKynanblk MexaHu3MAep Xawrnbl
aknapaT Hawap KamTbinfFaH. [eHOTMUNTey TEXHOMOTMAChl Kanuil KaHamblHblH - MyTauusiFa YlWbipaFaH reHgepiHiH
MorekynanblK XongapAblH TYCiHyAi akcapTadbl XoHe apuTMWsHbl emaeyde XaHa emgik Kypangapbl aHblKTayFa
kemekTeceni.

Tytlin ce30ep: apummus, myKbiM KyanalimbiH apummusi, XypeK Kanul apHanapbl, eeHOik Mymauyus, Kanul KaHasbl
2eH0epiHOe2i Mymayus, apummusiFa Kapcel mepanusi.

Bubnuorpadmyeckas cebinka:

Yamoliega A.E., AkunbxaHosa A.P. MyTauum B reHax kanueBblx kaHanoB y GomnbHbIX ceppeyHoi aputmueir. O63op
nutepatypsl // Hayka n 3apasooxpaHeHue. 2022. 3(T.24). C. 117-126. doi 10.34689/SH.2022.24.3.015

Chamoieva A.E., Akilzhanova A.R. Mutations of potassium channel genes in patients with cardiac arrhythmia. Literature
review // Nauka i Zdravookhranenie [Science & Healthcare]. 2022, (Vol.24) 3, pp. 117-126. doi 10.34689/SH.2022.24.3.015

Yamotiega A.E., AkunbxaHosa A.P. XXypek aputmusicel 6ap HaykacTapAarbl kanui kaHanbl reHaepiHaeri MyTauumsnap.
OpebuetTik wony // Fbinbim xaHe JeHcaynblk cakray. 2022. 3 (T.24). b. 117-126. doi 10.34689/SH.2022.24.3.015

BeepeHue mupe. W3 Hux 6Gonee 2 munnuoHa ymepnm ot BCC

B rpynne ceppeyHo-cocyaucTbix 3abonesanuit (CC3), Bcneactave aputmun [20]. 3a nocnegHve gecAaTvneTus B
HapyLLEHWs puUTMa CepaLa SIBNAKTCS OfHMMM U3 camblx  KasaxcraHe Habmtopaetcs pocT B 5-7 pa3 3aboneBaeMocTy
pacnpoCTpaHEHHbIX W MOTYyT MPUBOAUTL K BHE3amHOW  cepheyqHo-cocyamcTon cuctembl [3]. Kak npasuno, aputmus
cmepTn. BresanHas cepgedHas cmeptb (BCC) exerogHo — MPOMCXOAUT M3-33 HApYLUEHWS 4acTOTbl M PUTMUYHOCTY
YHOCUT MHOXeCTBO Xw3Hel, okono 20% ymepumx ot BCC CepAeYHoro CokpalleHus. M3BeCTHO, YTO MOHHbIE KaHanbl
He UMenu NpusHaku kapauonornyeckux bonesHen [21]. Mo MMEKOT BaXHOe 3HaYeHWe ANs nepefayun 3NeKTPUYECKUX
AaHHbiM BO3, B 2016 rogy ot CC3 ymepno 17,9 munnuoHa CUrHanoB B BO36YAWMbIX KneTkax. [MoaTomy yHKuMM W
yenosek, 4to cocTtaBuno 31 % BCex CryyaeB CMEPTW B PErYNsUMM  MOHHBIX KaHanmoB  Cepaua BakHbl  Afis

118



Hayxa u 3apaBooxpanenne, 2022 3 (T.24)

O030p JIMTEPATYPHI

NOHUMaHWA puamonorun 1 natodumanonornn ceppua. B
kapamomuounTax kanuesble (K*) kaHamnbl MrpaioT BaxHYyH
ponb B (popmupoBaHuM noTeHuywana nokos (M) wu
noteHuuana genctans (MA). Mpy nomoLym cekBeHMpOBaHUS
Hoeoro nokoneHus (NGS) cTano BO3MOXHO OnpeaenuTb
kaHanmonaTiu, B YaCTHOCTM, MyTaUuM B TeHax KanmeBsbiX
kaHanoB, Bbi3blBalOLLME CepAeyHy0 apuTmmio. K npumepy,
Briokaga kanueBblX KaHamoB BbI3bIBAET 3aMeaneHne dasbl
penonspusauuu 11, 4TO NPUBOAMUT K YBEMUYEHMIO WX
pnutensHocTv u QT uHTepBana, 1 NpOSIBIEHWIO CUMHAPOMA
yanuHeHHoro uHTepBana QT. B coBokynHoCTM cepaeyHble
kaHanonatun nopaxatot He MeHee 1 yenoseka u3 1000, a
obwue cepaeyHble SBMEHWS BKMKOYAOT XenyaouKoBble
aputMum, cygoporu, obmopoku u BCC [11]. OnpegeneHue
FEHETUYECKIUX MPUYMH HACNELCTBEHHbIX apuUTMUIA y Niogen,
koTopble nogBepxeHbl pucky BCC MoxeT npueectn K
paHHel OMarHOCTUKe, a TakKe MOXET MOMOYb YAYyYLWWTb
Tepanui U WHGoOpMMpoBaTb 0  mporHose.  Mebl
npencTaensem 0630p TEKYLWNX 3HAHWA O MyTaUKsIX B reHax
KanueBblX KaHanoB Yy OOMbHbIX CEPOEYHON apuTMuei u
FEHETUYECKIX MPUYMH apuTMIYeCKux GonesHel cepaua.

Llenb: PaccmoTpeTb MyTauun B reHax KanueBblX
KaHanoB y NauWeHTOB CEPAEYHON apUTMWER NO AaHHbIM
0630opa nUTepaTypHbIX MCTOYHUKOB.

Crtpaterusi noucka. [lonck HayyHbIX nyBnvkaumi
OCYLLIECTBISANNCb B MOWMCKOBBIX CUCTEMAaX AOKa3aTenbHON
MeanumHbl: PubMed, Scopus, Web of Science un Google
Axapemus.  Tlybnukaumw, — BKNKOYEHHble B 0030p
nuTepatypsl, ObINN NONHOTEKCTOBLIE CTATbM HA PYCCKOM M
aHrnuncknx s3bikax. MnybuHa noucka coctasuna 10 net: ¢
2012 no 2022 ropbl. BeibpaHbl 21 cTaTeit no gaHHoON Teme,
KOTOPbIE MPOLLIA KPUTUHECKMIA MPOLIECC OLIEHKM.

PesynbTatbl n 06cyxaeHue.

CepaeyHas aputmus

Cepaue (YHKUMOHMPYET Kak MEeXaHU4ecKun Hacoc,
koTopoe obecneumBaeT KpoBoobpalueHue, Heobxoaumoe
QNs  TpaHcmopTa  MPOAYKTOB  KW3HEOEATENbHOCTU W
rasoobmeH. B HopmanbHbIx ycnoBusx, cepaue pabotaer
HenpepbIBHO W YCTOMYNBO, €XEeAHEBHO BbIMOMHSAS OKOMO
100 000 CKOOpPAWMHMPOBAHHBIX  COKpaLlEHUA. T
COKpalLLeHns KOHTpONMpyTCS 3NEeKTPUYECKAMM
CUrHanmamm, 13BeCTHbIMU Kak noTeHuuansl aeictams (ML).
OouH Maneiwnini HempaBUNbHbIA 3MEKTPUYECKUA CUrHan
MOXET co3aaTh AucbanaHc B cTabunbHoi paboTe cepaLla u
B KOHEYHOM WUTOre MOXET NPUBECTM K BHE3AMHON OCTAHOBKE
cepaua [17].

Kak npasuno, ntoboe OTKNOHeHWe OT CTabunbHOMO
CEpLEeYHOro pUTMa OMpedensieTcs Kak aputmus. AputMim
YacTO  AMarHOCTUPYKTCS Ha OCHOBAHWM  HapyLUEHMS
NoBepXHOCTHON anekTpokapamorpammbl  (SKI), kotopas
nokasoiBaeT  Jenonspu3auuio W Penonspusauuio
NPEACepPAnI 1 Xenyao4KoB.

CnocobHocTb cepaua aheKTUBHO nepekaymBaTh KpOBb Mo
BCEMy Teny 3aBWUCWT OT B3aMMOLEWCTBUA MpeacepaHbiX,
Y3MOBbIX 1 Xenya04KOBbIX KapanomMmoLmToB. HopmansHbIn
CepaeyHbIi pnT™ reHepupyertcs CMOHTaHHOM
Aenonspusavmen CneumanuanpoBaHHbIX KNneTokK

(neiicmekepHble kneTkn) B cuHoaTpuansHom (CA-) yane,
KOTOPbIA PacnonoXeH B CTEHKe NpPaBoro npeacepavs.
[enonspusyiowme anekTpuiecke UMNyNbChbl NepeaarnTcs
K COCEAHUM KapavOMMOLMTaM NPeACepauis, 4To 3anyckaeT
B030YyxaeHre 1 Jjanee COKpalleHue npeacepaun, Kotopoe
otobpaxaeTcs Ha aneKTpokapauorpamMme
(PucyHok 1).

3Hakom P

Ventricular
muscle

e

PucyHok 1. Cxematnueckoe n3obpaxeHve NnpoBoAsLLeN CUCTEMbI CEPALIA U KOPPenAaLua Mexay
noTeHUManamm eMcTBMA KapAMOMUOLIUTOB B Pa3fIMYHbIX 006NacTAX cepaLa v NOBEPXHOCTHOM
anektpokapauorpammon (3KI). dasbl IKI: P-BonHa npeacTaBnseT aenonspusauunio npeacepamii, KOMNNEKe
QRS - genonsapu3auuio xenyaoukos, a T-BONHa- penonsapm3aLmio Kenyao4KkoB.

(Picture 1. Schematic representation of the conducting system of the heart and correlation between the action potentials of
cardiomyocytes in various areas of the heart and electrocardiogram (ECG).
ECG phases: P-wave represents atrial depolarization, QRS complex represents ventricular depolarization,
and T-wave represents ventricular repolarization).
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3atem atmn curHarnbl nepegarTcs K
aTpUOBEHTPUKYNApHOMY (AB-) yany, pacrnonoXeHHOMYy B
3aiHEN HUKHEN YacTu MexnpeacepaHon neperopoaku. AB-
y3en 3afepxuBaeT pPacnpoCTPaHeHWe BreKTPUYECKoro
CUrHanma K Xerypodykam, No3Bonsisi OMTUMM3MPOBATb WX
HanonHeHWe. 3aTem CuUrHanm pacnpocTpaHseTcs Yepes
NeBbIi W MPaBbIii HOXKW My4ykyn Mca, a 3aTeM Mo BOSIOKHaM
lMypkMHbe neBoro M npaBoro xenypodkos. [lanee 9t
CUrHanbl nepeganTcs  veped  MembpaHbl  CepheyHbIX
MuouuToB. Bo3byxaeHne KapaMOMMOLMTOB KENymo4koB
MPUBOAWUT K COKPALLEHWIO KenynoykoB M NpeacTaBnsieTcs
komnnekcom QRS Ha nosepxHocTHo OKT [11].

CepaeuHble  kneTkn  obnagatlT  CMOCOGHOCTbLIO
reHepupoBaTb M PacnpocTpaHATb MOTeHUMan AencTBus
(MA), aneKkTpuyeckuin curHan, KoTopbln npeobpasyeTcs B
COKpalLeHue kapavomuouutos. B Lenom, cepaeyHbin ML
(hOpMMpYETCS  [BMKEHMEM WOHOB 4Epe3  KIMETOYHYIO
MemOpaHy, KOTOpble NEepeBOAAT KMEeTKy W3 COCTOSHWS
nokos B aKTMBMPOBAHHOE  COCTOSIHWE  MyTeM
penonspusaumm n obpatHo B MeMBpaHHbIA MOTeHLman
nokosi B CTagui penonspusaumun. Ha KneToyHOM ypoBHE
MPOMCXOAMUT COBMI MOHOB HATpWs, KamnbUus W Kanus B
kapouomuouuTax — MOCpeAcTBOM  NOCnefoBaTenbHOro
OTKPBITUS U 3aKPbITUS MOHHBIX kaHanoB. Kaxaas dasa N[
ABNAETC pe3ynbTatom BOoNbLIOro WOHHOTO Toka. B dhase
penonspusaumn Na* u Ca?* TOoKM NpoXoZsT BHYTPb, a BO
Bpems penonsapusauum K+ Toku Hapyxy [7].

CepgaeyHbie K* -kaHanbl

13BecTHO, 4TO NpumepHo 80 reHoB B reHOMe YeroBeka
KogupyloT  nopoobpasyiowme CyObeanHULbl  KanuesbIX
KaHanoB, KOTOPbIE WrPaloT [NaBHYl POfib B CEPAEYHON
B0o30ygumocT u penonspusaumn [4, 14]. Kanuesble
kaHanbl NpeacTaBnsAkT coboit camoe HoMbLLOE CEMENCTBO
kaHanbHbIX OenkoB B reHome uenoseka [11]. B uenom,
kanuesble KaHanbl ¢ nopoobpasytollen a-cyobeanHuLen
[enaTca Ha TpuM OCHOBHbIX knacca: 1) noTeHuwan-
3aBucuMble  kanuesble kaHambl  (Kv) M KkanmbuuiA-
aKkTuBMpyemble kanueBble kaHanbl (KCa), obrnagatowme
LWeCTblo TPaHCMEMOPaHHBIMU W OfHON MopoobpasyioLLen
obnacteto; 2)  KkanueBble  KaHanmbl  BHYTPEHHEro
BbinpsMneHus (Kir) ¢ AByms TpaHCMeMBpPaHHbIMM 1 OfHOM
nopoobpasytolen 0b6nactbio 1 3) ABYNOPOBbIE KanueBble
kaHanbl (K2p), metoLLme YeTbipe TpaHCMeMOpaHHble 1 ABe
nopobpasytoue obnactn. a-cydbeauHuusl Kv un Kir
KaHanoB B3aUMOAENCTBYIOT C B-CybbeanHuLamm u pyrumum
BHYTPUKNETOYHBIMU M TpaHCMeMbpaHHbIMK benkamun [11].
BaxHo OTMeTUTb, 4TO noTeHUWan-3aBucuMbIA Kv kaHan
UrpaeT CyLIeCTBEHHYI0 ponb B penonspusauuv N[, Takke
OHW MOTYT BapbMPOBATLCS B 3aBUCUMOCTM OT UX MOTHOCTY
B pasHbix obnactax ceppua. Kv kaHanbl mpomyckatoT
MWUSIIMOHBI MOHOB B CEKYHAY, OTKPbIBas W 3akpbiBasi BOPOTa
kaHanos [7]. Kv kaHanbl cchopmMmpoBaHbl U3 a-CydbeanHuL,
KOTOpblE COAEpXaT LeCTb TPaHCMEMOpaHHbLIX CErMEHTOB
(S1-S6, PucyHok 2).

co

2

PucyHok 2. Mopochopmupytowas a-cy6beamHuua us wectu (S1-S6) TpaHcMeMOpaHHbLIX JOMEHOB €
BHYTPUKNETOYHbIMM N- U C-KOHLIEBbIMU OCTaTKaMW U NONOXUTENbHO 3apsxeHHOW S4 cermeHToM.
(Picture 2. A pore-forming a-subunit of six (S1-S6) transmembrane domains with
intracellular N- and C-terminal residues and a positively charged S4 segment).

CermeHTbl  S1-S4  obpasytwT obnactb, KoTopas
YYBCTBUTEMNbHA K HAMpsHKEHWIO, a cermMeHTel S5-S6
obecneumBalT  TpaHCMeMOpaHHbIN kaHan  gns

cenektueHoro K + notoka [6]. HecmoTpsi Ha HekoTopble
pasnuumusi B MONEKYNAPHOM CTPYKTYpe, BCe a-CyObeanHuLb
K+ kaHanoB MMEOT HECKOMbKO 0BLLMX YepT.

1) BbICOKOKOHCEpBaTMBHas nopoobpasytolas 06nacTb,
roe BO3MOXEH OTTOK K + B MOHOB MO SMEKTPOXMMUYECKOMY
rPagMeHTY Yepes NnasmaTUyeckyo MemMopaHy;

2)  cneuuduyHblA  CTPYKTYpHbIA ~ MOTWUB B
nopoobpasytowleit  obrnactu,  KOTOpbliA  NO3BONAET
MPOHWKATb TOMbKO K + MOHamM NMOCPEACTBOM CENEKTUBHOMO
cunbTpa

3) mexaHu3m CTpoOMpOBaHMS, KOTOPbINA perynvpyet
nepexoa kaHana 13 OTKPbITO (POPMbI B 3aKPbITYHO B OTBET
Ha aenonspuaaLuo MembpaHbl; 1

4) OOMH UNN HECKONbKO JOMEHOB COOpPKM CyOBEAMHML,
KOTOpble  MO3BONAKT  OTAENbHbIM ~ MOHOMEPHBIM  O-
cybbeguHuyam cobupatbes B (PYHKUMOHANbHbIE OUMEpbI
wnum  TeTpamepbl. [locnegoBaTenbHble  OTKPbITMS W
3aKPbITWS  WMOHHBIX  KaHanoB,  KOTOpble  MPOBOAST
pENonspuayilollie  BHEWHWe  KanueBble  TOKM B
kapavomuouuTax ynpaBnsioT  CepAeyHbiM  uukiom. B
YaCTHOCTM,  MepexogHbli  BHewHui  Tok  (Ito),
3anasfbiBaroliue BHelHWe BbinpamMnstowme Toku (IKs, IKr
n IKur) n BHyTpeHHue Boinpsimnsiowme Toku (IK1, [Kacn, 1
IKatp) NpoBOAsATCS cepaeyHbIMi K*-kaHanamu n oTBevaroT
3a penonspusaumo,  Kkotopas  Heobxoguma NS
BOCCTaHOBMEHWS M MopgdepxaHns — MemBpaHHoro
noTeHUMana mnokos KapauoMWOLMTOB. BbilweykasaHHble
KanueBble  TOKM  SBMAKOTCS  3HAYMTENbHbIMM NS
CBOEBPEMEHHOTO  BOCCTaHOBMNeHUs cepgeyHoro [

120



Hayxa u 3apaBooxpanenne, 2022 3 (T.24)

O030p JIMTEPATYPHI

CKOOPAMHWUPOBAHHOTO
xenygoukos [11].

Kak n3BectHo, N[ cepaua aenntcs Ha NaTb OTAENbHbIX
®a3 (dasel 0-4). B ase 0 MO npoucxogut
AenonsapusaLmns, Kotopas WHWLMMPYET  CUCTOMNMYECKUN
nepuog W ynpasnsetca nputokom Nat yepes HaTpueBsblit
kaHan NaV1.5, kogupyrowmit reH SCN5A. [lanee B dase 1B
npeacepausix 4ononHuTENbHbIA ToK Ikur cnocobeTteyeT
paHHel penonspusaunn. |kur nposogutcs Kv 1.5. U3-3a
CBOEN MEAJIEHHON W YaCTUYHOM MHaKkTMBaLUuu Ikur urpaet
ponb BO BCcex (asax 1-3, YacTMYHO oOTBeyas 3a
TpeyronbHy'o (opMy noTeHuuana AencTens.

[AnutencHoe aenonspusoBaHHoe nnato B ¢ase 2 N[
SBMAETCA NPEANOoChINKOA AN fanbHeiwero Bo3byxaeHns
1 cokpalleHus. OHO BbI3BaHO HanaHCOM MEXZY BHELUHUMU
W BHYTPEHHUMW KanueBbiMu Tokamu yepe3 Ca 2* kaHarbl.

TpeTbst (hasa npeacTasnseT coboil penonspusawmuo ot
asbl nnato 4o MembpanHoro [, koTopas Bbi3BaHa
MeXay — MHaKTUBMPYIOLWMM  KanbLMEBBIM — TOKOM U
nosblweHnem K* kaHanos. Kak npasuro, y niogen u y
KPYNHbIX MAeKonuTatoLwmx kanuesble Toku IKr, IKs n IK1
OTBETCTBEHHbI 3a penonspusauuto M4 [17].

®asa 4 npeacTaBnseT WHTEPBaN Mexgy NOSHOM
penonspusauuei 1 HadvanoMm Cregytwero noteHuuana
pencteus. B gaHHOM wHTepBane CepaeyqHble MMOLUTHI
HaxogAaTCca B COCTOSIHMM MOKOS, a [BWXeHue 3apsja
NpOXOAMT NO KanueBbiM kaHanam (Kir2.x u gBynoposble
kanueBble kaHanbl). JononHutenbHble K-kaHansl KV11.1 n
KV7.1 ocralotca OTKpbITbIMM B Hadyane asel 4 u
HanpaBneHbl Ha NPOTUBOAENCTBME BO3MOXHBIX COObLITUM
[enonspusaLmy, KoTopble BO3HWKAKT B  pesynbraTte
oTCcpouku Aenonsapusauuu. OgHako, curbl CONPOTUBIEHMUS
B MPOBOAWMOCTU KamnMEBbIX TOKOB HELOCTATO4HO, YTODbI
NPOTMBOCTOAT  OONMbLUMM  AENONSPU3YIOLLMM  CTUMYNaM
MO.  3ddekTMBHBIM  MEXaHW3MOM AN NMPOAMNEHUs
pedopakTEpHOrO  nepuogja  OCTaeTcs  MHrMbupoBaHue
Kanuesoro kaHarna W uHaktuBauus Na* kaHana. BaxHo
OTMETUTb,  YTO  MPOLOMKUTENbHOCTL U CTEMeHb
rMnepnonspusaumm B pase 4 BygyT BmMATb  Ha
mopconoruio nocnegytowero M4 [17].

K* -kaHanonatum cepgua

B cuny TexHuyeckux LOCTWXEHUA B 0BNAcTU reHeTUKM
CTano BO3MOXHO MPOBOAWTb BbICOKOMPOU3BOAUTENBHOE
CEeKBEHUPOBaHWE,  BbISBAATL  MyTauMu B reHax,
accouumpoBaHHble ¢ 3aborneBaHusamu  Yenoseka. Ha
CErOfHSLLHNA MOMEHT M3BeCTHO 0 6ornee 40 pasnnyHbIX
CEPAEYHO-COCYaANCTLIX 3abomneBaHuil, KOTOpblE HaMPSMYH0
BbI3BAHbI MyTaUusIMM B TeHaX, KOAMPYloLmMX Oenku
kapgumomuoumtoB. K Takum  cepaeyHO-COCyaMCTbIM
naTornormsM  OTHOCATCS  MEpBUYHble  apUTMOTEeHHbIe
3abonesaHus, HaCneaCTBEHHbIe kapavomuonaTum,
HapyleHnss obMeHa BELECTB U BPOXKOEHHbIE MOPOKM
cepaua. C nomMoLLbl0 TEXHOMOMNA CEKBEHUPOBAHWUS HOBOTO
MOKONEHNS [OCTUraeTcs UAEHTU(UKALMK KaHanonatuu, B
YacTHOCTW, MyTauun K-kaHanmoB B TreHax, Bbi3blBatoLLme
CEpAeYHY0 apuTMMIO. TEPMUH «KaHanonaTus» OTHOCUTCS K
nobomy  3aboneBaHWi),  KOTOPOE  BO3HMKAET  K3-3a
HapyLleHus (YHKUMM MOHHbIX kaHanoB. Kak npasuno,
apuTMOreHHble  OOnMesHu,  CBSi3aHHbIE  C  WMOHHOW
kaHanonaTen  He  COMPOBOXAAWTCA  CTPYKTYPHOM
natonoruei cepaua. B uernom, cepaeyHble kaHanonaTuu
nopaxator He MeHee 1:1000 uyenoBeka, a obuwue

COKpalleHus  npegcepaun W

CepLeYHblE SBMEHNS BKIKOYAKT KenygoyKoBble apuTMuM,
cynoporu, obmopoku 1 BCC. Takxe, KnuHUYECKoe TeueHue
PacCTPONCTB CEPAEYHbIX KaHanonatum MoXeT konebaTbes
OT  BHE3anmHOW  CMepTM B MMajeHyecTBe [0
BEeCcCMMNTOMHOrO COCTOSIHUSI HA MPOTSHKEHUN BCEN XKM3HN
[111.

/13BECTHO, 4YTO  HEKOTOpble  XenygoukoBble W
Ha[KENMy[OYKOBbIE  ApUTMUK,  TakMe Kak  CUHOPOM
yanunHeHHoro uHTepeana QT, CUHAPOM  YKOPOYEHHOro
watepBana QT, cuHgpom bBpyraga (BrS), cuHopom
AHpepceHa-TaBuna u ubpunnaums npeacepauin (OI),
Obinn  CBA3aHbl C  HapyweHueM (DyHKUMM  KanueBbiX
kaHanos [17].

CuHlpom ydnuHeHHozo uHmepsana QT (Long QT
Syndrome unu  LQTS) sBnsetcs  HacneLCTBEHHbIM
SNEKTPUYECKUM PacCTPONCTBOM, KOTOPbIM NpeacTaBnseT
coboii aHOMamnbHO yBenuueHHblt uHTepBan QT Ha
anektpokapgnorpamme (PucyHok 3). 310 oTOOpaxaet
ONUTEMNbHYIO  pernonspu3aumio  CepaeyYHbIX  KMeTok,
BTOPWUYHYIO NO OTHOLUEHMIO K U3MEHEHWSIM MOHHbIX TOKOB,
yyacteyrowwx B M. B LQTS anutensHas penonspusaums
[aeT  KanbuueBbIM kaHana L Tuna Bpems  Ans
BOCCTaHOBMEHWNS MOCMe  WHaKkTMBauuu U obneryaet
nocTynnexne HoBoro CaZ*, YTo BEPOSITHO MOXET MPUBECTU

K  HOBOW  [Jenonmspu3auuu, TO  €CTb  paHHen
nocTaenonapusauum, 4To B CBOW 0O4epedb, MOXeT
cnocobcTBOBaTL — apuTMoreHesy. Takum  obpasom, Y

nauneHtoB ¢ LQTS moryT HabniogathCs XenygoukoBble
aputmin n BCC [10].

Kak n3BecTHO, npegnonaraemasi pacnpoCTpaHEHHOCTb
LQTS pocturaer 1:2000 yvenosek. Ha cerogHsALHMIA
MOMeHT auarHo3 LQTS ycTaHaBnuBaeTcs no cregyoLwmm
kputepusam: 1) Hanuune uHTepsana QT ¢ nonpaskoi Ha
4acToTy cepaeyHbIX cokpalueHnin Ha OKI B 12 oTBeaeHMsX
00bI4yHO onpegensieTcs kak > 470 Mc Ans MyxunH 1 > 480
MC Ans XeHWwwH [5]; 2) Hanuuve nNOATBEPXKAEHHON
natoreHHon  mytaumm  LQTS,  Hesasucumo  oT
npopomkutensHoctm  QT; (3) oueHka pucka LQTS,
OCHOBaHHas Ha CWMMTOMAaX, CEMENHOM aHamHese W
pesynbtatax KM npu OTCYTCTBAW BTOPWUYHOWM MPUYMHBI
yanunHeHus QT. TMaumenTsl, cTpagatowme LQTS, umetot
CTPYKTYPHO HOpManbHOe CepAle, OfLHAKO MOABEPKEHb
BbICOKOMY PWCKY 3KM3HEYTpPOXalOLWNX apuTMUIA, MOCKONbKY
YONMHEHWE  penonspu3auum  MOXeT  MpUBECTM K
nocneaytoLen noeTopHoit aktueauum Ca 2+ unn Na* Tokos.
VIx akTmBaums, B CBOIO OYepedb, MOTYT CO3AaBaTh PaHHIOW
AENONApuU3aLmio " cnocobcTBOBaTH 3anycky
ANEKTPUYECKON aKTUBHOCTM B KOHLE penonspusauuu [6].
Kak npasuno, y GOMbLUMHCTBA MALMEHTOB CUMNTOMbI He
HabnioaalTCs Ha NPOTSHKEHUN BCEI XM3HW. [okasaHo, YTo
10 13% cnyyaeB MOryT MPUBECTM K BHE3AMHOM CEPAEYHON
cmepTi, y 36% B Bo3pacTe [0 40 NeT MOryT BOSHUKHYTb
obmopokm [11]. BCC 1 06MOpoK SBNSIOTCS KIUHUYECKUMM
NPOSIBNEHNAMI  LIUTENbHBIX  KENYAOYKOBBIX  apUTMUIA.
CpepHuit  BO3pacT Ha MOMEHT NOSIBMEHUS NEPBOrO
cumnTomMa cocTasnseT okono 14 net. o pesynbtatam
FEHETUYECKOTO  TECTUPOBaHWS,  YacToTa  BbISIBIIEHMS
MyTaUmi SBMSKOTCS BbICOKMMW B BapuabenbHocTh 60-75%
ana LQTS u katexonamuHeprinyeckoi nonumopdHoi XT.
MMpn aToM yunTbiBatoTCs 0cHOBHbIE reHbl KCNQ1, KCNH2 1
SCN5A, passuBatowme Tpu Tuna LQTS (LQT1, LQT2 u
LQT3) cooteeTcTBeHHO. Hampotu,  BCTpe4aemocTb
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reHeTuyeckux [dedektoB pAna cuHapoma bpyraga u
cuHapoMa ykopodeHHoro wuHTepBana QT B HacTosiee
Bpemsi Hu3ka [1].

XapakTtepHble CUMNTOMbI noayepkumBatoLLee
anekTpuyeckoe pacctpoiicteo npu LQTS moryT Bo3HWKaTh
pasnuyHbIMM 0DOCTOATENBCTBAMM, TakUMKM Kak (u3ndeckme
ynpaxHeHns y naumentoB LQTS nepsoro Tuna, amouum y
LQTS sroporo tuna unu Bo Bpemsi cHa y LQTS 3 Tuna.

Tepanus: JleyeHne nauueHtoB ¢ auarHosom LQTS
BKMloyarT  B-brokatopel,  OTka3  OT  MpenapaTos,
npognesatolwmx QT u Tpurrepos aputmuid. M3BecTHo, YTO
Tepamuio ¢ 6nokatopamu B-agpeHopeLenTopoB cregyet
HauMHaTb Ha NEepBOHAYanbHOW  CTaguM  AMarHosa,
MOCKOMbKY BHE3anHas CepaeyHasi CMepTb MOXET ObiTb
nepBbIM NposiBreHueM 3abonesanus y 12% HeneyveHHbIX
naumeHToB [6]. B uacTHocTw, B-Ormokatopbl sBRSKOTCS
Hanbonee apdekTMBHOM HOPMOIA Tepanun Ans NaLUeHToB
¢ LQT1, kotopble Gornee 4yBCTBUTEMbHBI K apUTMUSAM,
BbI3BAHHbIM CTPECCOM U (DU3NYECKON HArpy3koW, 4em
Apyrve nogtunbl LQTS. B-6nokatopsl NpoTUBOGENCTBYIOT
afpeHepruieckum peLenTopam " nomoratoT
npeLoTepaTMTL AucbanaHc Mexgy MoTokamu Kanmus U
KanbLus, BbI3BaHHbIA HELOCTaTO4HOM akTuauni ks, Tem
CaMblM YMeHbLUasi MpeapacronoXeHHOCTb K CEepAEYHbIM
aputmmam  [5].  B-6rnokatop  MeKCWneTMH  mokasan
3HaunTEnNbHOE CokpalleHue nHTepaana QT y nauueHToB C
LQT2, nockonbky 3TO OKa3blBano aHTUApPUTMUYECKMIA
adpekt. OpHako, He Bce [-OnokaTtopbl OAMHAKOBO
addektuBHbl. K npumepy, Hagononm v nponpaHonon
crnegyeT 1CNoONMb30BaTh BbIOOPOYHO, OTTankMBasCh OT
COBMECTUMOCTM 1 403bl MPUMEHEHMS [6].

A LQTS

Kpome  TOro,  MMMMaHTMpyeMblid  KapauoBepTep-
pecunbpunnsatop (Implantable Cardioverter Defibrillator unu
ICD) nokasaH  nauueHTaMm,  KOTOpble  CYMTalOTCH
MOABEPKEHHBIMU  BbICOKOMY PUCKY OMACHbIX AN KWU3HM
aputMui.  Hanmpumep, Te nauueHTbl, KTO  MEepexunyu
OCTaHOBKy Cepfua, 1 Te, y KOro MpovucxXoamnvu 0BMOpoKm i
KENYOOYKOBas Taxukapausi, HECMOTpS Ha rnedeHue [-
appeHobnokatopamu, u y Tex, y koro LQTS 2 tuna u
noctosiHHbIN  nokasatens QTc > 500 mc [10]. OpHako,
BeccMNTOMHbIM NauyeHTam He criegyeT UMMIaHTMPOBaTb
VKL, HO reHeTu4eckoe TECTUPOBAHWE PEKOMEHOYETCS BCEM
nauweHtam ¢ guarHosom LQTS [6]. K crosy, reHeTuueckoe
TECTUPOBaAHME, KOTOPOE HanpaBneHo Ha Tpu Haubonee
pacnpocTpaHeHHbIx reHa, YyBcTautensHbIX K LQTS (KCNQT,
KCNH2 1 SCN5A) gaet BecbMa ybeauTensHble pesynbTats
y 75 % naupenToB [19]. B uccnenosanmusix Dotzler et al
(2021) 6bln NPOAEMOHCTPUPOBAH MPUMEP TEHHON Tepanuu
npu CuHOPOMe YAnuHeHHoro uHTepBana QT, KoTopbId
cnocobeH obecrneynTb MONHOE BOCCTaHOBMEHME (HyHKLMN
KCNQ1. B kauectBe BekTopa ucnonb3oanoce KCNQ1-
SupRep, koTopbii ycnewHo nogaensn u 3ameHsn KCNQ1
[0 HOpMarbHOro reHa aukoro Twna. B kapgvomuounTax in
vitro MHAYLMpOBanu NMOpUNOTEHTHbIE CTBOMOBbIE KIETKY,
koTopble Bbinu nonyyeHb o1 4 nauureHTos ¢ LQT1. Mo utory,
renHas Tepanus ¢ KCNQ1-SupRep nomorna cokpatuthb
npopomkuTensHocTb M, yeTpaHuB rnaeHyto npuumHy LQT1
8.

CuHOpom ykopoyeHHo20 uHmepeana QT (Short QT
Syndrome unu SQTS) oTHocuTcs K peakoit  chopme
3aboneBaHnst C  BbICOKOW NETANbHOCTBIO,  KOTOPOMY
xapaktepeH kopoTkuit uHTepean QT Ha OKI (PucyHok 3).

B 5QTS
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PucyHok 3. Moka3zatenu Kl npu anekTpU4eCKUx paccTpoMCTBax U KaHanonaTmsx.
(Picture 3. ECG readings of electrical disorders and channelopathies).

CuHgpom  ykopoueHHoro uHTepBana QT wmeer
NPeapacrnonoXeHHOCTb K PasBUTUIO OMACHBIX AN XW3HU
KEMyOOYKOBbIX apuTMuiA. B xyawem crnyyae, y naumeHToB
MOXET pa3BWTbCS CUHAPOM BHE3arHoW AETCKOA CMepTu.
KopoTkuin uHTepean QT Ha 3KI (QTc < 320-340ms)

OTpaxaeT  KOpOTKyl0  npopomkutenbHocts MO Ha
KNETOYHOM  YPOBHE, Bbl3BaHHYl0 Gonee  GbICTPbIMM
CKOpOCTAMM  penonsipusalmu 1 Gonee  KOPOTKMMM

pedpakTepHbiMu nepuogamun. CywectsyeT SQTS 1, 2, 3
TUNa cBA3aHHbIe ¢ MyTaumamu B reHax B KCNH2, KCNQ1 v

KCNJ2 c ycuneHnem yHKuMM, 1 Benku KogmpyroLme
kaHanbl Kv11.1, Kv7.1 1 Kir2.1 cootBeTcTBEHHO. HanpoTtus,
SQTS 4, 5, 6 TMNa BbI3BaHbLI MyTaLMAMU NOTEPU DYHKLNN B
KanbLieBbIX KaHanax [6].

Tepanusi: Mockonbky nauueHTsl SQTS nogsepratoTcs

BbICOKOMY pucky pasBuTHst PELVANBMPYIOLLIX
KEenya0uKOoBbIX apuTMuiA, UMNNaHTUPYEMBbIiA
kapanosepTep-gedmbpunnsatop (MKD) sBnseTcs

CTaHAapTHOMN, pekoMeHayeMon Tepanueit ans Hux. OgHako,
u3-3a Kopotkoro wHTepBana QT u dopmbl nukoson T-
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BONHbl  PUCK HEHOpMasbHbIX MOTPSICEHUIA  SBNSKOTCS
[OBOMBHO BbICOKMMM Y naumeHtoB ¢ SQTS. Takxke, B
cnyyae SQTS He cTouT npeHebperaTb NoaLepXKMBatoLLEN
MeaNKaMEHTO3HOM Tepanueil, MOCKOMbKY OHa MOXET
LOMonHUTeNsHO  obecneuntb  3awmty ot aputmum. K
npuMepy, TMAPOXMHWAMH COAEMCTBOBaN HOpManuaauum
matepean QT wm  adbekTMBHO  NpegoTBpallan
XenyaoukoBble aputMun Yy nauueHtoB ¢ SQTS [6]. Y
naumenToB ¢ VK[ npumeHeHne npenapatos, YANUHSIOLNX
natepean QT — XMHWAMH M COTanon PEKOMEeHOOBaH B
cryyae 4acTbiX PEeLMAMBOB XENyAoYKOBOW Taxvkapamm
cmbpunnsymm xenynoukos [16]. OgHako AaHHbIA npenapat
He MOXeT ObiTb 3(heKTUBHBIM BO BCEX NPOSIBNEHUSX
reHotuna. brokaga KanueBblX KaHanmoB nonesHa Ans
BOCCTaHOBMNEHNS penonspusauum u uHTepeana QT, Ho
cnegyeT He 3abbiBaTb O  reHOTWM-CMELMEUYECKUX
OrPaHUYEHNsX MpYM  UCMOMb30BaHWM  MHTMOMTOPOB  K*-
kaHanoB. B uccnegoeannax Hancox et al (2018) nokasaHo,
yto KOMOMHauws 6nOKaTOpOB KanMeBbIX W HATPUEBbIX
kaHanoB  cmocobcTBylOT  npoaneHnto  3hheKTUBHOMO
pedpakTepHOro Nepruoaa M AnuHy BONMHbI ANst NOBTOPHOTO
Bxoga [13].

CuHOpom  AHOepceHa-Tasuna SIBNSETCA  PEOKAM
3aboneBaHneM € ayTOCOMHO-AOMWHAHTHbIM  TWMOM
HacnegoBaHus, XapaKTepU3NpyHoLLUiA pasnuyHbIMM
NULEBBIMM 1 CKENETHbIMW OUCMOP(UM3MaMU U 4aCTbIMM
KENMyOOoUKoBbIMM — apuTMusaMu.  O6biuHO — 3aboneBaHue
BO3HWKAeT MyTauusamu notepn dyHkumun (loss-of-function) B
reHe KCNJ2, kogupylowem a-CybbeanHuLy Kanuesbix
kaHanoB Kir2.1. WssectHo, uto reH KCNJ2 «kogupyert
nopoo6pasytoLLme cybbeanHuLb! BHYTPEHHETO
BbINpsiMnsiioLLero kaHana Kir2.1, roe kaxaas cyobeguHuia
COCTOWT M3 BHYTPUKNETOUHbIX N- 1 C-KOHLIEBbIX JOMEHOB W
ABYX TpaHCMeMOpaHHbIX cnivpaneit. YeToipe cyGbeamHuLb
cobupaiotcs ¢ obpasoBaHunem  ochonUNUL-3aBINCUMbIX
TeTpamMepoB KaHamnoB, KOTOpble ABMSKOTCA KPUTUYECKAMM
ANs KOHTPONSt MeMOPaHHOMO MOTEHUMana B CKENETHbIX W
CEpAeYHbIX MbILAX, a TaKkKe B SKTOLEpPMarbHOW TKaHu,
KoTopas JaeT Hayano YepernHo-NMULEBbIM CTPYKTYypaMm BO
Bpemsi passutus. MyTauuu, CBSi3aHHble C  CUHAPOMOM
AHpepceHa-TaBuna  pacnpocTpaHsloTCs N0 ABYM
obnactsm Kir2.1: nopoBoi netne cenekTMBHOrO unbTpa 1
caiiTax CBA3bIBAHWS NUraHbl B LMTOMNA3MaTU4eckux
pomeHax (CD-l). B uccnegosanuax Guo & Rubart (2021)
ObIno noka3aHo, YTO coresble MOCTUKM Ha rpaHuue CD-|
BaXHbl ANS HOPMarbHOW akTMBHOCTM kaHana Kir2.1.
Heitpanu3sauus ONpeeneHHbIX MOMNOXNTENBHO
3apshkeHHbIX ocTaTkoB Ha CD-| BbI3biBAET MHAKTMBALMIO
kaHana Kir2.1, a UMeHHO pa3spyLueHWe CONeBoro MOCTUKa
CD-I nomoraet akcnpeccuto  depmeHTa  nmoumudepassbl
E293K Kir2.1 [12]. OgHako, MOneKkynsipHble MexaHu3Mmbl, C
MOMOLLbIO KOTOPbIX MyTauuu Kir2.1, cBf3aHHble C CUHAPOM

AnpepceHa-TaBuna  ocraloTcs  Bce  elle  MMOXO
WN3yYeHHbIMM.
Qubpunnayus  npedcepdut  unu @1 sBnsertcs

Haumbonee pacnpoCTPaHEHHON CEpLEeYHON apuTMuen U
xapakrepusyetcss  ObICTPO M HEOpraHW30BaHHOM
3NEKTPUYECKON aKTUBaLMeNn Npeacepanin, NpuBOASLWEN K
ACMHXPOHHOMY COKpalleHuo. HapylleHne CUHXPOHHOTO
COKpALLIEHNs MPUBOAMT K 3acCTOK KPOBM B MPEACEepausX
NPEApacnoNOXeHHOCTU K PasBUTUIO WHCYNbTa Ha (hOHe
obpasoBaHws npeacepaHbix TpoMOoB. Xapaktepuctiku Of1

B OKI: CywecTByeT MHOXECTBO HebOomnblWwNX  BOIH
Aenonsipusauuu, 3ybubl P cnabele, HanpoTuB, KOMMNEKCHI
QRS-T B Hopme. XoTs cama no cebe O He sBnseTcs
paspyLUMTENbHON, OHA MOXET 3HAYUTENbHO MOBAMATL Ha
Ka4yeCTBO XM3HW, M 6OME3Hb CBSi3aHa C MOBbILIEHHBIM
puckom cmeptu [9]. YuutbiBas, u4to 0OblMHO O He
cunTaeTcs  HacnegyembiM  3aboneBaHueM,  OaHHble
nokasbIBatoT, YT0 40 5% Bcex nauueHToB ¢ O u go 15%
NaLuneHToB C OAMHOYHOM ®IT (Npu OTCYTCTBUM CTPYKTYPHBIX
3aboneBaHuii cepaua) MOryT UMeTb CeMeiHyt dopmy
3abonesaHns. Y O  cywecteyeT 3 pasnmuuHbIX
reHeTU4eckux acnekta: 1) MoHoreHHas cemeitHas Of1; 2)
cemerHas Of1, cBfsaHHas C [pyruMKM HacregyembiMu
3aboneBaHusMK, BKMIOYAKOLWME  CTPYKTYPHbIE  MPUYMHBI
(rvnepTpoduyeckas kapauMomuonaTMs M- AunaTauMoHHbIe
KapauMoMuonaTum) UMM - KaHamnbHble  npudmHbl  (LQTS,
cuHgpom bpyraga m SQTS); 3) HecemeitHas @I,
CBSI3aHHAs C reHeTUyeckuM (POHOM, npegpacnonaraowmum
k @M [11]. BorbLWMHCTBO 3aperncTpupoBaHHbIX MyTaLui
cemenHblx opm Ol BbISBNEHO B reHax, KOAMPYHLLMX
cybbeanHuLbl TpaHcMeMOpaHHbIX KanneBblX kaHanos. B
CCnefoBaHNAX  MOMHOMEHOMHOTO  MoUcKka  accouuaLuii
(genome-wide association studies wmm GWAS) gns
MOHUMAHWS TeHETUYECKOM OCHOBbI OI1 BbISBNEHbI TEHbI
KCNN3 1 HCN4. M3BecTHo, uto reHbl KCNN3 n PITX2,
BNMSIOT Ha npegpacnonoxeHHoctb k O [14].  KCNN3
KOQMPYET aKTWUBMPOBAHHBIA KanbLMEM KanueBblil KaHar
(kaHan  SK3), «koTopbit B  6OMbLIOM  KONKMYECTBE
aKcnpeccupyetcs B Muokapae npeacepauin. e HCN4
KOQMPYET aKTUBMPYMbI KATWOHHbIA  KaHamn, KOTOpbIA
CBS3aH C NEeNCMENKEPHOM aKTUBHOCTK cepaua. [1Ba nokyca
GWAS ans ®I1 cogepxart reHbl cepagyHOn TpaHCKpUnLUum
PITX2 1 PRRX1. 31 thakTopbl TPAHCKPUMLMK CBS3LIBAKOT
ocobbim  yyactok [OHK 1 sBnsoTcs  KpUTUYECKMMM
MeaumaTopamu oHToreHe3a cepaua. PITX2 B cBo ovepenp
KOCBEHHO OTHOCUTCS K aCMMMETPUYHOMY pasBuTUIO cepaua
W MOAABNMBAET  NEBOCTOPOHHION  MENCMENKEPHYHO
aktueHocTb. W3BecTHo, yto KCNN3 u PITX2, BnusT Ha
npesapacnonoxeHHoCTb K @Iy 6ecCMNTOMHBIX NaLWUeHToB
[1]. Ha HebonbLon koropTe nauueHTos Parvez et al (2012)
nokasanu, 4to BapuaHTbl pucka GWAS B rnokyce 4q25
MPEeLCcKa3biBalT  YCMEWHbIA  KOHTPONb — pUTMa  Mpu
AHTMAPUTMUYECKO Tepanuu 1 NpOLEMOHCTPUPOBANa, YTo
BapuaHTbl B reHe, koaupytowem B1-agpeHopeuentop (B1-
AR) saBnsioTcq BecbMa mnomnesHbIMM Ang Tepanuu  f-
agpeHobnokatopamu [15].

CuHOpom bBpyeada Bnepsble onucaH B 1992 ropgy.
Xapaktepusyetcs TUnuuHOW kapTuHo OKI  (nogbem
cermeHTa ST B MpaBbiX MPEKOPAMANbHbIX OTBEAEHUSIX,
PUCYHOK 2) W CKMOHHOCTBIO K Pa3BUTMIO XKEmNyA0uYKOBbIX
aputmmn 1 BCC. Tokasaterm OKI' pearupyloT Ha
pucbanaHc mMexay BHYTPEHHUMU M BHELUHUMM TOKaMK Ha
paHHUX CTagusx penonspusauuu (nepsas asa [10),
co3[jaBaeMblit MO0 YMEHBLLEHNEM BHYTPEHHWUX HATPUEBbIX
WNW KanbLWeBbIX, MMOO YBENMYEHNEM BHELLIHMX KanueBbix
(Ito, Iks nnm lkr) Tokos [10]. eTeporeHHas penonspusauus
B CEpOeyYHoM  TKaHM  MOXeT  cnocobecTBoBaTh
nocneaytwemy  BO3HUKHOBEHMIO  apuTmuii.  OpHako
ApPUTMOTEHHBIN MEXaHu3M, Nexalluii B OCHOBE CUHApOMA
Bpyraga go cux nop octaeTcst OTKPbITHIM, @ 3aboneBaHue
OTHOCST K NEPBMYHOMY HapYLLEHNIO Aenonsapu3aumm.
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Tepanus: WssecTHo, 4To cuHapom bpyrapga cBssaH ¢
MOBLILLEHHBbIM PUCKOM BHE3arHOW CepaeyHol CMepTy.
OpHako pacnpeperneHue pucka cpean NauWeHToB ¢
cuHapomom bpyraga HeoguHakoBo. Beab GonblUMHCTBO 13
HAX He WCMbITbIBAIOT HEONaronpusTHbIX  CEepAeYHbIX
coBbITUII B TeYeHWe *n3nu. VoeHTudukaums naumeHTos,
KoTopble noaeepraetcs HanbonbLuemy pucky
NPeLcTaBnseT CepbesHylo npobnemy, Tak kak BOMPOC
Ha3HayYeHus UMMNaHTUPYEMOro CepaeYHOro
pecubpunnatopa CTouT Ha nepBom Mecte. OpHako He
peKkoMeHayeTca fenaTb WMNnaHTauuio KapavosepTepa-
pecdubpunnatopa  GECCMMNTOMHBIM ~ MauueHTam ¢
cuHopomoM bpyraga, MOCKOMbKY CYMTAETCs, YTO Y HUX
HW3KMIA puCK Kenyao4vKoBbIX apuTMni [7].
lMporpammupoBaHHas CTUMYNALWS XEMNya0UKoB
(Programmed  Ventricular ~ Stimulaton  wmm  PVS)
npegnaraetcd  GonbHbIM — Kak  MeTog — obreryeHus
cTpaTUdmKaLmm pucka y nauneHToB ¢ AaHHbIM CUHOPOMOM
[18].

Taicke, XWHUOWH W M30MPOTEPEHON  MOBbIAKT
KNeToYHble YPOBHU HATPUS W KanbLusi, OJHOBPEMEHHO
NoAaBnsAs YPOBHU Kamusi, U MOryT ObiTb HasHa4eHbl Ans
YPaBHOBELLMBAHUA WOHHBIX TOKOB HATPUS B CepAeyYHbIX
muouuTax [7].

MyTauum reHoB KanueBbIX KaHanoB

Kak npaBuno, MyTauus WnM  reHHbIn  aedekt
YCTaHaBNMBAETCA  HapyLeHWeM  nocrnefoBaTenbHOCTY
aMUHOKMCNOT WNWM 3aMEHOW OfHOW aMWHOKUCNOTHI Ha
ApYryto. BbIpaxeHHOCTb (PYHKLMOHANBHO
HENOMHOLIEHHOCTN MyTaHTHOro Benka onpegenser TAKeCTb
3aboneBaHns. MHOXECTBO apuUTMOrEHHbIX 3aboneBaHuil
pa3sBMBAlOTCA BCMEACTBME TOYKOBbLIX OLHOHYKNEOTUAHbBIX
3ameH (MucceHc-MyTauuu). Takxe, feneumu U MHCepLuu
yawe MoryT ObiTb NMPUYMHON HACNEOCTBEHHbIX APUTMUM.
MyTauun reHoB K*-kaHanos no Tumy YCUreHWs (yHKLMM
(gain-of-function) okasbiBatoT BnNMsHWE Ha passuTne Pl 3a
CYeT cokpalLLeHus achdeKTUBHOTO pedpakTepHOro nepuoaa
npescepanin, 4to  cnocobeTByeT  (hOpPMUpOBaHMO 1
NOAJEpXKaHMo npeacepaHon re-entry  mexaHuama [1].
Tarcke, OHM COKpaLLAIoT NMPOAOITKUTENBHOCTL NOTeHUMana
pencteua 1 obecneunsatoT cybetpaT AN MOBTOPHbIX
apuTMUIA NpU Takux paccTponcTBax, kak cuHapom bpyrapa
n SQTS.

HanpoTus, MyTaLuu KanueBbiX KaHaNoB C MEXaHU3MOM
notepu dyHkumm (loss-of-function) npognesatT cepaeyHbIn
MO v noBblWAT  BOCTMPUUMYUBOCTL K PaHHer
nocnegylollen genonspusaunn. B criyyae xenyaoukoBbIX
apuTMUA  noTepst  (OYHKUMM  KanueBOoW NpOBOAMMOCTU
NPMBOANT K YOMMHEHWKO NOTEHUWana JEUCTBUS U Takum
cuHapomam, kak LQTS [17]. 310 B CBOW ouyepedb MOXET
MPUBECTM K BO3HWKHOBEHWIO MMPYITHON  Taxukapauu
(Torsades de Pointes) y naumentoB ¢ LQTS [11]. B
Tabnuue 1 npeacTaBneHbl MyTauuu B reHax, Kogupyrowme
pernonspusytolLmMe Kanuesble KaHanbl cepAua, KoTopble
O4YeHb BaXHbl B MOHUMAHWW (HU3MONOrNYECKON (YHKLMM
KaHamoB M WX pPONM B  aApPUTMUYECKMX COCTOSHUSIX.
HamkenygoukoBble aputMun kak O nokasbiBalT Ham
fonee  CMOXHYW  KapTUHY, MOCKONbKYy — CyLlecTByeT
MHOXECTBO MyTaLWi kak ¢ noTepert GyHKUMW, Tak U C
ycuneHnem cyHkLmumn B ogHoM K*-kaHane. Takoke, MyTaLuu,
OEMOHCTPUPYIOLLME  CMeWaHHbin  eHotun O u
yanvHeHne wHTepsana QT Ha npumepe KCNE1

(yeuneHue/cHmxeHne lks), KCNJ2 ((ycuneHwe/cHmkeHue
k1) [17].

B cepeauHe 1990-x rogos KCNH2 (kogmpytowuii
Kv11.1) 1 KCNQ1 (kogupytowmin Kv7.1) Bbinv ogHuMm 13
MepBbIX MEHOB, CBSA3aHHbLIX C Hacneayembim LQTS. LQT1
coctaBnsiowmin okono 35% Bcex LQTS nosensercs
myTaumamn B reHe KCNQ1 kogupytowlem a-cybbeanHuLy
K*-kaHana, Kv7.1. Mytauuu, ceasaHHble ¢ LQT1 B atom
reHe, BbI3bIBAKOT NOTEPIO DYHKLWM KaHana U yMeHbLUEHWe
ks, 41O ABNSETCS MPUYMHON YBENUYEHHO
npopomkutensHocty ML n uHtepBan QT Ha KM [19]. A
VMEHHO, MyTauuu, OBHapyXeHHble B TpaHCMeMOpaHHbIX
BOMEHaX LTONNasMaTuyeckoin NeTnu, KoTopble y4acTByioT
B perynauuM apnpeHepriyeckux KaHaros, CBS3aHbl C
MOBBILLEHHBIM PUCKOM apPUTMUIA, BbI3BaHHBIX (HU3NYECKO
Harpyskon. K mpumepy, y naumentoB ¢ LQT1 BO Bpems
(DU3NYECKNX  YNPAXKHEHWIA MPOCNEXMBAETCS MOSBNEHNE
CUMNTOMOB, CBSI3aHHbIX C apuTtMuen. Mytaums KCNQ1
(V307L) y naumenToB ¢ cuHgpomom kopoTkoro QT 6bina
noeHTUULMpoBaHa 13-3a  yBenuyeHus  yHkumm  Iks.
HoBble mytaumin KCNQ1 (W305X, G314C, Q357R,
1338insC 1 GB68A) ObinM  MBeHTUMLMPOBaHbI Y
MaUMeHTOB C  CEMEHHbIM  aHamMHe30M  MeTanbHbIX
CepaeYHbIX apuUTMUiA, KOTOPbIE BKMKOYAIOT B Cebs: CUHOPOM
Bpyrapa, navonatmyeckylo ubpunIALMIo KenyoodukoB U
Txenole LQTS, o0OMOpOKM, MpepBaHHyl0 OCTaHOBKY
cepaua u BCC. Takke yCTaHOBMEHO, 4TO MyTauum B
KCNQ1 moryT BbI3blBaTb KaHanonaTui, KO3KCMPECCHo B
cepaLe 1 B rofloBHOM MO3re C TakuMu NOCAEACTBUAMM, Kak
anunencus, CUHOPOM  yAnWHeHHoro wHTepeanma QT,
00MOpoK 1 BHe3anHas cMepTb. MyTauus S140G B KCNQ1
Obina  maeHTUUMUMPOBaAHA, 4TODbI  MHULMMPOBATL W
NoAAepxMBaTb  (UOpPUNNALMIO  NpeacepauMin  3a  cyeT
cokpaLyeHus npogomkutensHocty M 1 addekTuBHOrO
pedpakTepHoro nepuopa B MuouuTax npepcepaun [7)].
LQT2 cocraensetr okono 30% Bcex LQTS Bbi3BaH
myTauuamm B reHe KCNH2, kogupytowem KV11.1 (unm
hERG), a-cybveanHuuy Kt*-kaHana, Toka Tuna lkr ¢
3a0epKKon BbINpaMneHus. [JaHHble MyTaLuu HeCyT NOTepio
dyHkumm KCNH2 u BegyT k cHkeHuo lkr (Tabrvua 1).
[Mockonbky |Kr urpaeT BaxHyto ponb B yBENUYEHUW 4aCTOTbI
CepaeyHblX cokpalueHuit, nauueHTbl ¢ LQT2 CKMOHHbI
nokasbiBaTb CUMMTOMbI, CBSi3aHHbIE C apUTMWUER, npu
CTpecCe  WIMM  3MOUMOHANbHbIX  OBCTOATENBCTBAX.
PacnonoxeHne mytaumit, cBa3aHHbix ¢ LQT2, MoxeT umeThb
3Ha4yeHWe Ans nporHo3vpoBaHWs Borbluero cHkeHus Ikr
W, crnegoeatenbHo, ©Oormee arpeccuBHOTO  (heHOTUNA:
NauMeHTbl C MyTaLUusamMu, BIMSOLLMMK Ha obnacTb nop (S5-
netns-S6), KOTOPbIN ONPeAEnseT CTPYKTYPY KaHana, UMeroT
Bonee BbICOKMIA PUCK BO3HUKHOBEHMS OMACHBIX A7 XKU3HN
cepgeyHblx mpobrem, 4Yem nauueHTbl C MyTauusmu B
Apyrux Mectax. Tawke, cywectsyeT MyTaums KCNH2
(N588K), koTopasi Bbl3blBAET  CUMHOPOM  KOPOTKOrO
wHtepeana  QT,  napokcuamarnbHyl  ubpunnsumio
npencepani, hubpunnauuio xenygoykos u BCC [7].

MyTaumm KCNAS5 (T527M, A576V, E610K, E48G,
Y155C, A305T, D322H, D469E, P488S) BbisbiBatOT
3a[epKKy BbINPSMUTENBHBIX KanWeBbLIX TOKOB, YONMHEHWe
M4, Apeduuut  penonspusaum ¥ ubpUNNALMIO
npeacepauin. P91L n E33V, koTopble sBns0TCS MyTaLmsamm
B KCNAS, takxe Obinu naeHTUdnumpoBaHbl y NauneHTos ¢
pnutensHbIMu ML 1 ¢ ocTaHOBKOM cepaua.

124



Hayxa u 3apaBooxpanenne, 2022 3 (T.24)

O030p JIMTEPATYPHI

Tabnuya 1.

MyTauuu reHOB KanueBbIX KaHanoB, CBA3aHHbIe ¢ apuTmMuen (agantuposaHo u3 Schmitt N., Grunnet M., Olesen S.P. [17])
(Table 1. Mutations of potassium channel genes associated with arrhythmia (adapted from Schmitt N., Grunnet M., Olesen S.P. [17])

leH benok Opcpekt myTaumm | MexaHuam Tun aputmum
. Gain-of-function  |Ycunenue lks  |SQTS
KCNQ1 o-cybreaunnya K'-kanana, Kv7.1 Loss-of-function  [Chixenue ks [LQTS
. Gain-of-function  |Ycunenue lkr  |SQTS
KCNH2 |a-cybbeamHuya K*-kanana lkr, Kv11.1 Loss-of-function |Crymkerve kr 1LQTS
) . Gain-of-function  [Ycunenue k1 |SQTS, @I
KCNJ2 - a-cybeennHuua K'-kanana Ik1, Kir2.1 Loss-of-function  [CHuxenwne k1 [LQTS, CuHgpom AngepceHa-Tasuna
KCND3 |a-cybbepmnHnua K*-kaHana, Kv4.3 Gain-of-function  |Ycunenwe lto  |OpuHoyHas @Il
) Loss-of-function  |CHuxenue lkur |CemeitHoe ®I1, oguHoyHas @Il
KCNAS a-cybeenunsuua K'-anana, Kv1.5 Gain-of-function  [Ycunenue lkur  |OauHouHas O
. Gain-of-function  |Ycunenue lks  |OgutouHas @1
KCNET |B-cybbepunmua K*-kanana, Kv7.1 Loss-of-function  [Chixenue ks [LQTS
KCNE?2 B-cybbeanHuua K*-kaHana, Kv7.2 Gain-of-function  |Ycunenwe lks |1
B-cybbeamnuua K*-kaHana Loss-of-function  |Chuxenue lkr  |LQTS
KCNE3 B-cy6beannnua K*-kaHana, Kv7.3 Gain-of-function  |Ycunexwe Ikr/lto |®I1, Cungpom bpyraga
B-cy6beannnua K*-kaHana Loss-of-function  [CHuxenue lks  [LQTS
KCNE4 |B-cy6beaunnua K*-kaHana, Kv7.4 Gain-of-function  |Ycunenue ks |®I1
B-cy6beanHmua K*-kaHana, Kv7.5 Gain-of-function  |Ycunenue lks  |®I1
KCNE5 . .
B-cybbeamnuua K*-kaHana Gain-of-function  |Ycunenue Ito  |Cungpom bpyraga
Mpumeyanue.

LQTS - cuHapom yanuHerHoro utepsana QT; SQTS - cHAPOM YKOPOYEHHOTO UHTEpBana;

O — hubpunnaunsa npeacepami; 1k1 — kanneBbIi TOK BHYTPEHHETO BbINPAMUTENS;

Ikr — BbICTPO penonspu3ayoLLMiA KanueBbln TOK; Iks — KanueBblit TOK 3aMeNEHHOMO BbINMPAMMEHUS;
Ikur — BbICTPO penonsipu3yoLLMIA KanneBkIn TOK; | to — NnepexoaHbIit KanueBblit TOK Hapyxy.

B uenom, reHetnyeckas wnsmeHumBocTb B KCNAS
cnocobcTayet MHOXECTBEHHbIM MexaHu3mam
apuTMoreHesa kak ans MyTauuim C yCWNeHuem, Tak W C
notepei YHKLMU, OTHOCALLMXCS K Pa3BUTMIO BO3BPATHOMO
BO3ByKOEHMS 1 paHHel genonsapusauny.

[okasaHo, 4yto mopdponorua M[ npencepauit oyveHb
4yBCTBUTEMbHA K | k aKkTMBauwm M OKasbiBaeT CUNbHOE
BNUSHWE Ha AuHaMuKy Tkauu. MucceHc-myTtaumun KCNE1
(S74L n D76N) cHuxatoT kanuesblt Tok (Iks), Bbi3biBaKOT
3aflepXKy penonspusauuv cepaua, CMHAPOM YANMHEHHOrO
nHtepana QT ¥ MOBBILAKT PUCK TSKENbIX aPUTMUA.
Kpome Toro, mytauum KCNE1 (G25V n G60D) cBsisaHbl €
paHHUM ceMelHbIM ®l1, Tak Kak pOCT KarveBoro Toka
YBENMWYMBAET NPEApPacoNOXEHHOCT K mbpunnsLmm
npeacepaun. M54T u I57T MyTupoBaBlUME BapuaHTbI
KCNE2 npuBogsaT k ycuneHuo cyHkumm ks, 4to moxert
cnocobcTeoBaTh BO3HWUKHOBEHMIO noTEHLMarbHOM
apUTMOrEeHHOCTH " naToreHe3sa CEpPbE3HbIX
HacneacTBeHHbIX aputMun  cepgua. [eneuns KCNE2
co30aeT  MyNbTUCUCTEMHbIA  CUHAPOM,  KOTOPbI
npegpacnonaraeT K BO3pacTHOMY YAMMHEHWIO MHTepBana
QT,  dubpunnsumm  xenygoukoB,  AB-briokage w
Bo3HukHoBeHnio BCC. Mytauma B KCNES (L65F) TecHo
cBsizaHa MpuobpeTeHHbIMK  dopmamu  hubpunnsaLmm
npeacepauMn no MexaHusmy ycunenus QyHkumm ks u
HapyLeHUsMU KanueBoro Toka. Takxe, ecTb runotesa o
TOM, 4T0 MyTauuu B reHe KCNES He cBSi3aHbl C CUHAPOMOM
yonvHeHHoro QT, Tak Kak He yaanocb OOHapyxuTb
myTauun B reHe KCNES y nauweHTOoB C CUHAPOMOM
yanuHerHoro QT. Mytauun KCNES (Y81H, D92E u E93X),
Oblnu MOEHTMUUMPOBaHbI KaK HOBble MOAYNATOPbI NS
reHepauuu cuHgpoma bpyraga v uguonaTuyeckon
hnbpunnsLmmM xenynoukos [7].

3akntoveHune

B 3aknioueHun CTOMT OTMETUTb, YTO 3a NocneaHue
LECATUNETUS  Mbl  MPOABWHYNUCb B MOHUMaHWUM
FEHETUYECKUX MPUYMH apuTMUYeckux DonesHen ceppua.
MyTauum B reHax KanweBblX KaHanoB SIBMSKOTCS OCHOBOM
HaCcneCTBEHHbIX KaHanonaTtuii, kak CUapoOM YAMHEHHOTO
uutepana QT (LQTS), cuHopom kopoTkoro uHTepeana QT
(SQTS), cunapom Bpyrapa, cuHgpom AxaepceHa-Tasuna,
a Takke Ofl. M3BectHo, 4TO MHOPMALMS O reHoTMne
BonbHbIX CepaeyHol apuTmmei cnocobeTyeT Bhlbopy
Tepanuu 1 nporHo3uposaHuto. K npumepy, npumeHeHue
reHHoi Tepanun ana mytaHTHoro KCNQ1 B Koppekuum
CMHOPOMA yannHeHHoro uHTepeana QT. C  nomoLybio
TEXHOMOMMM  TEHOTUMMPOBAHNA  YNYyYLWAeTCs MOHMMaHUe
KaHanbHbIX FEHOB U MOMEKYNSPHbIX MyTE, CBA3AHHBIX C
MYTaHTHbIMU FeHaMM KaneBbIX KaHamMoB.

OpHako, nogpobHble  MOMEKYNsipHble  MeXaHW3Mbl,
BbI3bIBAKOLLME OAUCHYHKUMIO KanueBbIX KaHanoB, OCTAKTCS
Mnoxo M3yyeHHbIMU. [lanbHedlume WUCCremoBaHWs MOryT
COfeNCTBOBaTL CTpaTUMKALMM NaLMEHTOB W MOMOTYT
BbISBMEHMIO HOBbIX TEPaneBTMYECKUX MWLIEHeR [ans
NEYeHNs apuTMnK.

KoH¢pnukm unmepecos. He 3aseneH.

Bknad asmopoe: A.E. Yamoliesa nodzomogka U HanucaHue
cmameu. AP. AKunbxaHoga KoHUenyusi cmambu,
Koppekmupogka u ymeepxoeHue.

®uHaHcuposaHue: Ha pamkax npoekmos AP09563474
«OueHKa npumeHeHus KapduoeeHemuyeckol naHenu 2eHos ons
CEKBEHUPOsaHuUsi  Criedyrouwjee0 NOKOMEHUS 8  MOMEKynsipHoU
aymoncuu npu eHe3anHol cepdeqHoli cmepmuy u BR10965164
«OueHka 8/1USHUSA KIUHUKO-GDYHKUUOHAIBHBIX,
UMMYHOMO2UYECKUX U 2EHemuyYecKux (hakmopos Ha MmsKecmb
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MeyeHuUsi  KOPOHagupyCHoU SARS-Cov-2 u
NOCMKOBUOH020 CUHOPOMAy.

Asmops! 3asensiom, 4mo HU O00uH u3 6r0Kko8 OaHHOU
cmambu He 6bin onybnukosaH 8 OMKPbIMOU neyamu U He

Haxodumces Ha paccMompeHuU e Opyaux usdamenbcmeax.
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