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[naBa 2

BHe3sanHas

Cep/ieyHas cMepTb

W XH3Heyrpoxatoyue
XEeNy/A04K0BbIE aPUTMHK

BosnukHosenue gubpurrayuu — pesyromam
Hecoomeemcmeus QYHKYUOHAAbHOU NO08UIC-
Hocmu cepdua yacmome nadaruux Ha Heeo pas-
opadiceHull.

H.JIL T'ypsuu

2.1. XENYA04KOBbIE APUTMUK: ONPEENEHUE,
KJIIACCU®UKALINA, CTPATUPUKALINA PUCKA
BHE3ANHOW CEPAEYHON CMEPTU

Kenynoukosast taxukapaust (XKT) — maronornyeckuii yacTbiit
put™ (>100 B MUHYTY), UCXOASIINI U3 MUOKAp/a XEJTyI0YKOB,
MHOT/IA C BOBJIEYEHUEM YUYACTKOB MPOBOMISILEH CUCTEMBI CEPILIA,
PpacIoJIOXEeHHBIX HIKe ITyyKa ['uca. Microsib3yst TEpMUHBI «KeTy-
JTIOYKOBBIE APUTMHUU» WU «KETYJOYKOBBIE TAXMAPUTMUU», OOBIY-
HO oObenuHsoT noHsATus: KT, Gubpwuisuus v TpeneTaHue
KeJTyno4YKOB. 2KeJyJI0UKOBbIe TAXMAPUTMHUU OTHOCSIT K Haubosiee
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OIIACHBIM M3 BCEX TAXMAPUTMUIA BBUAY BbIPAKEHHOCTU FeMOIMHAMUYECKIUX

M3MEHEHUI ¥ TMOTeHLMAJIbHOM OMNAacHOCTU Pa3BUTHUSI OCTAHOBKU KPOBO-
obpamenus. Knaccudukanus KT, nx KIMHUYECKUX TIPOSIBICHUN U WC-
XOIOB TpelcTaBieHa B Tabu. 2.1. Cpeau Bcex HapylIeHMI puTMa cepaua
KT Bcrpeuatores B 10—12% cityyaeB, 3aHMMasI 10 KOJIMYECTBY KOMKO-AHEM
B roay (>400 Ha 1 MJIH HaceJeHMsT) BTOpOE MECTO, YCTyIIasl MePBEHCTBO (Du-
OPUJUISILIMM TIPEACEePaUA.

Ta6muma 2.1. Knaccubukanuys XeryTouKOBbIX TAXUAPUTMUM, X KIMHUYECKUX TPO-
SIBJICHUI M MCXO/IOB

Knaccuthmkaumsa no KNMHUYECKUM NPOSABNEHNAM

[emoanHamnyeckn | beccumnTomHas OTCyTCTBMNE CUMMTOMOB, MPUYNHON KOTOPbIX MOXET 6biTh
cTabunbHas XT apuTMns
C MUHUMAnbHO MaumeHT ykasbiBaeT Ha Hanu4me cepauebrneHns n yya-
CUMMTOMATUKON LLEHHOIA NynbCauuu B rpyAu, FOpNe UK LWee, KOTopble

OMUCHIBAKTCS CEAYIOLLMM 06Pa3oM: OLLYLLEHNE Cepf-
Lie6UEHNS B BIAZE CUMbHBIX UM YYaLLEHHBIX YapOB B 06-
NacTV CepALa; HeMpuUsTHOE OLLYLLeHNe PaboTbl CepaLa;
OLLlYLLIGHINE NPONYCKOB Y/1apoB, nepe6oes B paboTe

cepaua
lemoguHammyeckn | Mpego6mopoyHoe | MMauneHTbl cO06LLAOT 0 NPeso6MOPOYHOM COCTOSHMUM,
HecTabunbHas XT COCTOSIHNE KOTOPOE OMUCHIBAETCA CReAyoLLMM 06pa3om: ronoBo-
KpY)XeHue; cnabocTb; neneHa nepes rnasamu
06mopoK BHesanHas noteps CO3HAHMA C NOTEPen TOHYCa MbILLL,

He CBA3aHHas C aHecTesnen. BoccTaHoBneHUe camocTo-
ATenbHoe. COCTOSHNE MOXKET ObITb OMMCAHO NALUEHTOM
unu Habntogarenem. rotepst CO3HaHNA BO3MOXHA 1 B M0-
JIOXKEHUN nexa

Knaccugmkaums no KNMHUYECKUM UCXOAAM

BCC CmepTb Beneactaue BOK, 06b14HO BCReaCcTBUE apuTMUn
cepfua B TE4eHNe vaca nocne nosBneHNns CUMNTOMOB
BOK unn BOC OcTaHOBKa KpOBOOOPALLEHNA 1 AbIXaHUS, 06bIYHO BCNEA-

CTBME apUTMIWK CepALa, B TeYEHMe Yaca nocne nosene-
HUS CUMNTOMOB, KOrfja MeANLIMHCKOE BMELLATeNbCTBO
(npexze Bcero AedmbpunnALMa) MoXXeT BOCCTaHOBUTb
CEPLEYHYI0 [eATENbHOCTb U [ibIXaHue

Knaccudimkaums no aaHHbIM 3NEKTPoKapauorpatum

2Kenyno4KkoBOI TaxuKapanen ABASKTCA TPU NOCef0BaTeSIbHbIX KOMMEKca 1 601ee, NCXOAALLNX
13 XeNyA04KOB CepaLa, ¢ 4acToToil >100 B MUHYTY (MPOLOMKUTENLHOCTS LKkna <600 Mc)
Heyctonunsas XXT [MpomomKnTeNnbHOCTb 3NN304a CoCTaBnseT 3 unum 6onee
XKEnyA04KOBbIX COKPALLEHWIA C CAMOCTOATENbHbIM Mpe-
KpalleHnem B TeveHune He 6onee 30 ¢
MoHomopdHas HeycTtoitumsas XT ¢ noctosHHoit hopmoii QRS

MonumopdHas HeycToiumsas XXT ¢ uamenstowiencs popmoit QRS
C ANUTEeNbHOCTBIO LmMkna o1 600 go 180 mc
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Oxonuanue mabauywvt 2.1

Knaccuthukauus no faHHbIM aneKTpokapauorpadum

Yctonymeas XXT

KT npogomxutensHocTblo 60nee 30 ¢ u/unn TpebytoLas
npepbiBaHns B npegenax 30 ¢ BCReACTBUE HAPYLLEHWIA
reMoLNHaAMUKL

MoHomopdoHas Yctoinumsas XT ¢ noctosHHoit hopmoii QRS (puc. 2.1)
MonumopdHas Yctoinumsas XT ¢ uameHsioLLerics popmoit QRS ¢ anm-
TeNbHOCTbIO LmKna ot 600 fo 180 mc (cm. puc. 2.1)
Taxukapaus Tuna Re-entry XT ¢ y4acTuem cuctemsl M'mca-TypkuHbe,
re-entry ¢ y4actu- 06b14HO ¢ Mopcponorueit QRS no Tuny 61oKafbl NeBOK
€M HOXKM Nny4Ka HOXKM ny4Ka [1ca; 06bI4HO BO3HUKAET NPK Kapanommo-
lnca naTtum
[iByHanpasneHHas KT ¢ nocnegoBatenbHbIMU anbTepHaumamu QRS KoM-
XT nnekca Bo PPOHTaNbHON NockocTh. KT 4acTo cBA3aHa
C [UrMTANNCHON NHTOKCUKaumei (cm. puc. 2.1)
Torsades de KT accouunpoBaHa ¢ yanuHeHHbIM nHTepeanom Q—T
pointes (KT tuna nnn Q-Tc. AneKTpokKapanorpacuyecKm xapakTepnsyeTcs
nupyar) NOCTENeHHbIM U3MEHEHNEM HanpaBleHHOCTY KOMIIEK-
c0B @RS OTHOCUTENbHO M30IMHMM BO BPEMS apUTMUUA:
TUMUYHbIE, HAYMHAKOLLNECS NOCTE CEPUM NHTEPBANOB
KOPOTKNA—LJTUHHBIA—-KOPOTKWUIA. KOPOTKWIA CNapeHHbIN
BapuaHT — NOC/e UHTePBaN0B HOPMAITbHbI—KOPOTKNIA
(cm. puc. 2.1)
TpeneTaHue xeny- JKenyno4koBasa aputMus ¢ perynspHbIM pUTMOM (Kone-
[04K0B 6aHua ANNTENbHOCTY LMKNa He 6onee 30 MC) € 4acToToi
0K070 300 B MUHYTY (NPOLOMKMTENbHOCTb LKA —
200 mc) ¢ ofnHakosor mopdhonorueit komnnekcos QRS,
6€3 y4aCTKOB U303NEKTPUYECKON NINHNA MEXIY KOM-
nnekcamu (cM. puc. 2.1)
®duépunnaums BbicTpbIit, 06b14HO >300 B MUHYTY (B 60NbLUNHCTBE
XKeNya04KoB CNy4aeB NPOAOHKUTENbHOCTD Uukna 180 Mc unm meHee),
HeperynspHbIA Xeny[o4KOBbIA PUTM C BbIPXEHHON
BapnabenbHOCTbI0 KOMMEKCOB N0 NPOAOMKUTENBHOCTH,
mopdponorum n amnnutyge (cm. puc. 2.1)
Aputmmnyeckuit MoHomopdHas Tpu n 6onee ycTo4msbix 3ann3onos XXT/@XK B TeyeHne
(anekTpuyeckunir) MonumopdHas CYTOK BC/IeJCTBUE 3NIEKTPUYECKON HECTABWUITbHOCTH
(PKT/®X) wropm ®dubpunngumsa MuoKapaa

Jug crpatudukanum pucka BCC orpoMHBIIi MHTEpeC TIpeICTaBIIsIET pa-
oota J.T. Bigger, onmyoiukoBanHast B 1984 r., rie aBTop Kiaccu(puIupoBal
JKEJIyTOYKOBYIO SKTOIIMIO, CBSI3aB €€ IPOTHOCTUYECKOE 3HAYCHHE C BBIpa-
KEHHOCTBIO CEepAEeYHOI IaTOJOTMM U KJIMHUYECKOM KapTUHOI 3a0o0seBa-
Hus (tabm. 2.3). Kak ykazanm aBTOp, MOOpPOKAYeCTBEHHBIC KEIYIOUYKOBBIC
APUTMUU C HU3KOM BeposITHOCTBIO pa3Butusg BCC 0ObBIYHO He SIBASIIOTCS
CJICICTBHEM BBIPaXKEHHOI CEpIeUHOM MAaTOJIOTUH, B TO BpeMsI KaK ITOTCHIIM -
aJIbHO 3JI0Ka4eCTBEHHBIC U 3JT0KAYECTBEHHBIC KEJYIOUKOBBIC apUTMUU, aC-
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KeJTyT0YKoBast Taxukapaus; I — xemymoukoBast Taxukapnus tutia Torsades de pointes
(BepeTeHOOOpa3Has uiau nupyaT); [l — Tpereranue xenynoukon; E — ¢oubpumisaus

Puc. 2.1. [laTrTepHbl XeaymOUYKOBBIX apUTMUI: A — MOHOMOp(MHAs KeTyTouKOoBast
Taxukapaus; b — nonmmopdHas xenynoukoBasi Taxukapaus; B — nByHanpasieHHast

KEI1yno4yKoB



BHE3AMHAS CEPAEYHAS CMEPTb 11 XKN3HEYTPOXKAOLLVE XKESTYAOYKOBLIE APUTMIL @ 107

COLIMMPOBaHHbBIE ¢ BBICOKUM puckoM BCC, sBaSIOTCS ClIeACTBMEM TaKOBOM.
B npyroii cBoeii padote J.T. Bigger onuchiBaeT BbIpa’k€HHYIO 3aBUCUMOCTD
Mexay OBJIK 1 cMepTHOCTBIO MOCTUHGAPKTHBIX 00IbHBIX. ABTOpP CUMTAET,
yro PBJIXK <30% — Hauaydiumii IpeauKTOp CMEPTHOCTU B OJIMKaMIIMe
6 Mec, a HaJIMYME XKEIYIOYKOBBIX apUTMUI CIYXKUT (PaKTOpoM, oIlpee-
JISIIOIIMM CMEPTHOCTh B 0OoJjiee oTmajieHHOM Imepuoae. Bce yrnoMmsiHyTbie
paboThI BHEC/IM 3HAYMUTEIbHBIMA BKJIAA B CTPpaTU(UKALIMIO PUCKA BHE3aITHOM
1 HEBHE3aIHOM CMepTU cpelu MOCTUH(MAPKTHBIX 00JbHBIX. B manbHeiem
0OJIbIlIME PAHAOMU3MPOBAHHBIC HCCIECIOBAHUS MOATBEPAMIM IIPAaBUJIb-
HOCTh JAHHOTO IOJAXOAa M OIpPeNenIn BKJal Kaxkaoro u3 (GpakTopos, rie
KJII0YEBbIE POJIM OTBEACHbBI HO30JIOTMU U AUCOYHKLIMU JIEBOTO XKEJIyI0UKa.
ITo coBpeMeHHBIM MNPEACTaBICHUSIM IIPOrHOCTHYECKAsT 3HAYUMOCTh KOM-
MJEKCHOM 2KeJIyJ0YKOBOM 3KTOMMU Ha OTAAJEHHBIN IMepuol MPaKTU4eCKU
IOJHOCTBIO 3aBUCUT OT HAJIMYMS U BbIPAXKEHHOCTH OCHOBHOIO 3aboJieBa-
Hus cepaua. IlosBiaeHUe TaHHOM apUTMUU TOJDKHO MOOYXKIAaTh K ITOMCKY
3a00JIeBaHUsI Cepilla, a OIpeAeeHMe pUCKAa BHE3allHOM CMEPTHU JOJIKHO
OBbITb OCHOBAHO Ha IMAarHO3¢ U HAJIMYMKU CTPYKTYPHbBIX U3BMEHEHUI ceplia.
Jng nmocTuH(MAPKTHBIX OOMBHBIX YBEJMYEHUE pUCKA BHE3aHON CMEpPTU
OT KOMIUIEKCHOM KEeJIYIOYKOBOM 3KTOMMU OE30THOCUTEIbHO K (DYHKIIUU
JIEBOT'O XKeJIyIoYKa B CpeIHEM cocCTaBisieT okoso 5% B roa. [1pu sTom Ha-
pywieHure dyHkuuu JieBoro xkemaynouka (OBJIK <30—35%) moxer yBeln-
YuBaTh 3TOT MokKa3atesb a0 15—30%. KpoMe Toro, Hajinuue yCTOMYMBBIX
ku3Heyrpoxatomux aputmuii (KT/P2K), accolmupoBaHHBIX CO CTPYKTYP-
HBIMU U3MEHEHUSIMU Ccepjla, OyAeT COMPOBOXAAThCSl BbICOKOW 4acTOTOM
MX PEUMIMBOB, KOTOpble MOryT Bo3HUKATh B 30—50% ciyyaeB B TeueHUe
nocienyrommx 2 jer. CyllecTBeHHOE 3HaYeHKE JIJIsI IIPOrHO3a UMEET reMo-

Ta6muma 2.2. Crpatudukanus piucka BHe3amHoit cmepTu (1o J.T. Bigger)

Xenynoukosble apuTMumn

dakTopbl pucka

106poKa4YecTBEHHbIE

NOTEeHUHaNbHO
3/10Ka4ecTBEHHbIE

3/10Ka4ecTBEHHbIE

Knuxuyeckue npo-

Mepe6own (moryT oOT-

Mepe6on (moryt

Mepe6on, cepauebueHns,

cMepTy

SBNEHNSA CYTCTBOBATH) 0TCYTCTBOBATH) 06MOpOKN

JKenyno4kosas JKcTpacucTonms 9KcTpacucTonus JKCTPACUCTONMNS CPESHNX
9KTOMMYecKas akTme- | (MpenmyLLecTBEHHO (mroBbIX rpagaunit) 1 BbICOKWX rpagauun, npu-
HOCTb OAMHOYHAS) cTynbl XT/OX
OpraHuyeckoe no- OTcyTCTBYET EcTb Ectb

paxkeHue cepaua

Puck BHe3anHoi Huskunin CyLLIECTBEHHbII Bbicokuii
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ITUHAMUYECKasi 3HAUMMOCTh apUTMUU: [UIsI OOJIbHBIX, TEPSIBILIMX CO3HAHUE
BO BpeMsI IapOKCHU3Ma apUTMUU, PUCK CMEPTH IIPU CJICAYIOLIEM MapOKCHU3Me
cocrasJsieT 75—80%, B TO BpeMsl Kak JIJisl TeX, KTO IIepeHeC IMPUCTYII B CO3HA-
HUU, BEPOSATHOCTh CMEPTH IIpU pelauBe orpaHnurBaetcst 10%.
Knunnueckue nposBnenus KT BecbMa pazHOOOpa3Hbl M IPEXIe Bce-
IO 3aBUCAT OT HapyIICHUI TIeMOIWHAMUKU, BBI3BAHHBIX ITaAPOKCU3MOM.
B cBoio ouepenb, BBIPa)KEHHOCTb I'e€MOAMHAMMWYECKUX HapylLIeHUH 3a-
BUCUT OT YaCTOThbl XKEJYIOUKOBBIX COKpalleHWi (IJUTEIbHOCTU LMKJIA
KT), yCTOIMYMBOCTU WM MPOAOJIKUTEIbHOCTU MapoOKCU3Ma U OT KOMIICH-
CaTOPHBIX BO3MOXKHOCTeW opraHu3ma. [loaTomy KIMHUYECKasi KapTHHA
TaxyKapAauii BeCbhMa MHAMBMIYyaJbHa — OT MaJOCUMIITOMHBIX J0O KpaiiHe
BbIpaXkeHHbIX BapuaHTOB. IlocienHue XxapaKTepU3yloTCs KakK >KU3HEYTpo-
xkarwiue 2KT. TpynHO mepeoleHUTh JUMarHOCTUYECKyo 3HauuMocTh DKI
¢ 3anuckio npucrymna KT, ocobeHHO ecliu TaxukKapausl 3aperucTpupoBaHa
B HECKOJIbKMX OTBeAeHUsSIX. AHanu3 Mopdojorun QRS-KOMIUIEKCOB, IJIU-
TEJIbHOCTH IIMKJIA, €ro IMOCTOSIHCTBA, HEKOTOPLIX Apyrux DKI -npusHakoB
IIPU COMOCTABJICHUU C KJIMHUYCCKUMM JAHHBIMU 3HAYUTEIbHO OOJIEIYUT
IIOCTAHOBKY JMarHo3a 1 BbIOOp MeTona jeyeHus. OQHAKO [0 MHOIMM IIpH-
YMHAaM JaJIeKO He BCeria yIaeTcsl 3aperucTpUPOBaTh MapOKCU3M WIM MPO-
oexky KT na OKI, uto B manbpHeiieM MOTpeOyeT BBLITTOJHEHUS APYTUX
METOMIOB MCCIICAOBAHMUSI, IIPEXKIIE BCEr0 X0JITEPOBCKOIO MOHUTOPUPOBAHMS
n DPU. Ucnonb3oBaHWE CyTOYHOTO MOHUTOPUPOBAHUS CEPAEYHOTO pUTMa
10 MeTOoy, IpeaoxeHHoMy B 1961 r. N. Holter, ¢ moMoILIbio COBpeMEHHOI
KOMIIbIOTEPHOI 00pabOTKM MO3BOJISIET 3HAYUTEIHLHO PACIIMPUTh BO3MOX-
HOCTU AMATrHOCTUKU HApYUIEHUI pUTMa cepalia, U Xeayd0uYKOBbIX apUTMUI
B YaCTHOCTHU. DIEKTPOPU3NOIOTUYECKOE UCClIeJoBaHMEe B ITpeodaaaronemM
OOJIBIIMHCTBE CJIy4yaeB Mo3BosisieT MHAyuupoBath KT, U3ydyuTh ee 3J1eKTpo-
dusnonornyeckue ¥ KIMHUYECKHE OCOOEHHOCTH, ONPEICIUTh JOKAaJIM-
3alMI0 apuTMUuYeckoro cyoctpata. B 1971 r., Mcmonb3ysl BO3MOXHOCTHU
JUJIMTEJIBHOTO MOHUTOPUPOBaHUS cepAaeuHoro putma, B. Lown u M. Wolf
MPEAJIOXKMIN UCIOJIb30BaTh ITOKA3aTE N KeJIyI0UKOBOM 9KTOIMMYECKOM aK-
TUBHOCTU JIJIs OIIPEIC/ICHUSI PUCKA BHE3AITHOM CMEPTH Y IMOCTUH(MAPKTHBIX
OOJBHBIX. ABTOPBI M3Y4YWJIW pe3yabTaThl 12-4acoOBOro MOHUTOPUPOBAHUS
cepaeyHoro putMa y 220 moctuH@apKTHBIX MalMeHToB. M3 Hux y 136 manu-
€HTOB ObLIa BbISIBJICHA XKeJIyI0YKOBasi 9KTONMMYECKast aKTUBHOCTD pa3IMnYHOM
creneH. Ha ocHOBaHMM paciipene/ieHusl pe3y/ibTaToB UCCICA0BAHUS MO KO-
JIMYECTBEHHBIM M KAY€CTBEHHBIM XapaKTepPUCTUKAM KeIyI0UKOBOI SKTOIUU
Obl1a cO3IaHa M3BeCTHas Kiaccudukalus, 1eJib KOTOPOil — BO3MOXHOCTD
oueHku pucka BCC. Ilo 3ambicity aBTOpPOB B JaHHOI KjlaccuduKaluuu rpa-
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JALMKU XKEJTYT0YKOBBIX apUTMUIL TOJKHBI ObLIM OTpaxaTh MX MOTEHIAJIb-
HYIO OIacHOCThH (Tad:. 2.3). JHeiCTBUTENbHO, KEeIYI0UKOBasl 3KCTPACUCTO-
JIMSI BBICOKMX Tpagaluii (B TOM 4MCie ¢ YacToToit 6ojee 10 B yac, 3ajIoBbIe,
rnojuMopdHbie U paHHue — R Ha T), «1pobexkku» win HeycroiurBas KT
CYILLIECTBEHHO YBEJIMYMBAIOT BEPOSITHOCTh PAa3BUTHUSI YCTOMYMBOIM TaxuKap-
auu ¥ Bo3HuKHOBeHust D2K. OnHako, KakK CTajlo U3BECTHO, B KOMILIEKCHOM
OLIEHKE PYCKaA CMEPTHU U B IIOCTPOCHUH IIPOrHO3a 3TU JaHHbIC HE SIBJISIOTCS
onpenesommMu. B pesyibraTe 1aHHOM pabOThI JOJIME TOAbI KEIYI0YKO-
Basl OKTOIIMS paccMaTpuBajach Kak OCHOBHOM (a MHOTAA U €IMHCTBEHHBII)
¢axtop oueHku pucka BCC, a koHuenuus ee npodujiakTUuKu 0a3upoBa-
JIaCh Ha CTPEMJICHMU K IIOJIHOMY ITOIaBJICHUIO XKeJIyI0UYKOBOIM SKTOINK KaK
MIIIEMUYECKOro, TaK U HEMIIIEMUYECKOro reHesa. I1o cOBpeMeHHBIM IIpej-
CTaBJICHUSIM JICYCHUE XKEJYIO0YKOBON 3KCTPACHUCTONIMU C ITOMOIIbIO aHTHU-
APUTMUYECKUX IIPEIapaToB B MaJIOM CTEIICHU BJIMSIET Ha IIPOrHO3 JIJISI TAKUX
MaleHTOB.

Taomuma 2.3. ['paganum xenynoukoBoii sktonuu 1mo B. Lown u M. Wolf

I'papgauumn Peructpupyemas akronus

0 OTCyTCTBME SKTOMUM
1 Peakue 1301MpoBaHHbIE XXenyL04KOBbIE IKTONNN
2 Yactble Xenyo4kosble aktonum (>1 B MunyTy unu 30 B Hac)
3 MonumopHbIe XXenya04KoBble 3KTOMUN
4 MosTopsitoLLmecs

4 (a) MapHble (Kynnetbl)

4 (B) pynnosble
5 PaHHue »enyno4kosble akTonumn (R Ha T)

Havamo 1980-x romoB 03HaMEHOBAaHO pSIOM pPadOT, CITOCOOCTBOBAB-
IIMX Pa3BUTUIO MIEUM CTpaTU(UKAIIMX PUCKAa CMEPTU B KapAWOJIOTHH.
CrpaTudukanusi pucka IoapasyMeBaeT M3y4YeHUE BIUSTHUS COBOKYITHOCTH
(bakTOpOB prcKa Ha ONpeneSeHHbIN KIMHUIECKUI UCXO/ C YCTAaHOBJIEHUEM
JTOJI OTBETCTBEHHOCTH KaXKI0TO U3 YKa3aHHBIX (pakTopoB. HeobxomumocTh
B CTpaTU(UKALMU pUCKa 00YCIOBIEHA TOCTPOSCHUEM ITPOTHO30B U OLIEHKOM
pacIpoCTpaHEHHOCTH UCXO0/1a Ha TIOMYJ/ISIIIMOHHbBIE TpyMIibl. B omHoM 13 ep-
BBIX TaKMX pabOT OBUIO IMOKAa3aHO pelaliee 3HadyeHue nuchynkimm JIK
u BoipaxkeHHOCTH CH B olieHKe pricka CMEPTHOCTH CPEIM IMOCTUH(DAPKTHBIX
GosbHbIX. 1o pesyiabraram ucciegoBaHusi 866 GOJIBHBIX OBUIO BBISIBIEHO
4 He3aBUCUMBIX (hakTOopa prcka cMepTHocTu: PBJIIXK <0,4 (pamuonHykium-
HBIII METOM), XKeayaoukoBasi akTonus — 10 u Gojiee 3KCTpacuCTOJN B yac,
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cumnTomHasi CH no nHdapkra, XpuIibl B BEpXHUX 2/3 JIETKUX IIPU TOCIIUTA-
Jm3auuu. Pa3nuuHbie KOMOMHALIMK TaHHBIX (DaKTOPOB OMPEAETUIN YeThIpe
MOATPYIIIbI PUCKA C PA3JIMYHOI IBYXJIETHEM CMEPTHOCTBIO OT 3 10 60%.

2.2. KOPOHAPOI'EHHbIE XEJTY[104KOBbIE TAXWAPUTMWN

Oxkono 80% mpuobpereHHBIX ycToitumBbix KT mpuxomurtcss Ha GOJb-
Heix MBC, korma taxukapausi BBICTYIIAeT CJIEICTBUEM IEPEHECEHHOTO
WM. Cpenu Bcex mocTuH()apPKTHBIX MAMEHTOB NaHHbIE APUTMUU BO3HU-
KaloT B 3—5% ciydaeB U pa3BUBAIOTCSI, KaK MPAaBUJIO, B TEUEHUE MEPBOTO
roma, B AajibHEMIEM BEpOSITHOCTh WX TOSBICHUST cOCTaBisieT oT 2 10 5%
B TeuyeHue Omkaiimmx 15 jger. B ciyyasx korma mocTUHMAPKTHBINA Mepu-
Oll OCJIOXHSIeTCS pa3zBuTeM aHeBpusMbl JIZK, BeposTHOCTb pa3Butust KT
CYIIIECTBEHHO BO3pACTaeT U OHU MOTYT BBISIBISAThCS Y 15—22% manyeHToB.

DnekTpoU3NONIOTUUECKUN MEXaHU3M BO3HUKHOBEHUS XKETYI0YKOBOM
APUTMUU BCIIENCTBUE OCTPOI MILIEMUU MUOKAP/IA CBSI3aH C TETEPOr€HHOCThIO
9JIEKTPO(PU3NOTOTMUYECKUX CBOMCTB UIIEMUYECKON U OKPYXKalolIel ee He-
WIIEMUYECKON 30H, KOTOpbIE OOECIEeYMBaIOT CyOCTpaTr i 0O0pa3oBaHWUS
re-entry u pazputusi 2KT /DK, Miemus Takxke HapyllaeT TpaHCMeMOpaHHYIO
KWHETUKY MOHHBIX KAHAJIOB U KJIETOYHbIN MeTabonu3M. Beinensiiorest kate-
XOJIJAaMUHBI, TTPOBOLMPYIOIINE OMOXMMUYECKUE W3MEHEHUs], CITOCOOCTBY-
[OIlIMe aHOMAJIbHOMY aBTOMAaTU3MY, KOTOPBII MOXET CIIy>KUTb TPUITEPOM
JUTS BOSHUKHOBEHUST apUTMUN. DJIEKTpUIecKasi HeCTabUIbHOCTh MUOKap/a,
CBSI3aHHASI C OCTPOU UILIEMUEH, SIBJISIETCSI OOPAaTUMBIM COCTOSIHUEM, KOTNa
CBOEBPEMEHHOE BOCCTAHOBJIEHUE KOPOHAPHOTO KPOBOTOKA MOXKET TMOJIHO-
CTBIO ycTpaHUTh NpuunHy pa3Butus KT /PD2K. BeipakeHHOCTb MPOapUTMU-
yeckoro a¢dekTa UIIeMU MOIYJIUPYETCs TeHETUIeCKUMU (paKTopamMu, 4To
OOBSICHSIET HACJIEICTBEHHYIO TPENPACIIONOXEHHOCTh K BHE3aITHON KOPO-
HapHOI CMEPTH, KOTOpasi YaCTO CTAHOBUTCS MIEPBBIM MTPOSIBJIEHUEM OCTPOI
MUOKapAuaIbHOU uileMun. MHOTIAa MOMOOHbIe MAlIMEHThl MOTYT BHavalle
MPOSIBJISITh HEAPUTMUYECKNE CUMIITOMBI OCTPOI WIIEMUM, TAKUE KaK CTe-
HOKap/us, OIBIIIKA U T.1., a 3aTeM Pa3BUBAETCS JKEJIyJ0UYKOBasi apuTMUsI,
WHOT/IA TIOCTEIHSISI Pa3BUBAETCST O€3 TPEAIIEeCTBYIONIUX CUMIITOMOB.

DaekTpodusnosiornyecknii Mexanu3m Bo3HuKHOBenusi KT Bcienctsue
repeHeceHHOro nH(apKTa 00yCIOBIEH MEKTPUUECKON HEOTHOPOAHOCTHIO
MMOKap/aa B 30He TOCTUH(hApKTHOTO pydia. [lepernnereHne 310poOBbIX Kap-
JVOMMOIIMTOB M KOJIJIAT@HOBBIX (JIMOO M3MEHEHHBIX) MUOKAPANATBHBIX BO-
JIOKOH B ITOTPAaHUYHOI 30HE MEXITy pyOIIOM 1 310POBBIM MUOKapIOM CO3/1a-
eT yCIoBUs ISl (OpMUPOBAHUS TIOBTOPHOTO BXO/A BO30OYXIEHUS (re-entry)
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(puc. 2.2). IlosBiaeHue Kakoro-auboO TPUITEpPHOro ¢hakTopa, KaKOBBIMU
MOI'YT OBbITh HApYyILIEHUSI HEHPOIHAOKPUHHOM PEryJIssiiK, OCTpasi UILIEMMUSI,
M3MEHEHUE 3JICKTPOJIMTHOTO COCTaBa, MOXET IIPOBOLIMPOBATh BOBHMKHOBE-
HUE IPUCTYIA TAXUKAPIUN.

BHyTpeHHss neTna
Bbixog umnynbca

OpHoHanpa-
BJIEHHbIN 610K
MepnneHHoe npoBefeHns

npoBeaeHvie

BHeluHsAs netnsa

Puc. 2.2. Cxemarnueckoe u300pakeHHWE apUTMHUUYECKOro cybcTpata B 00JacTH
MOCTHH(bAaPKTHOTO pyo1ia. CepbIM IIBETOM TTOKa3aHa pyO110oBasi TKaHb, CTpEJIKaAMU —
KPYI'M MOBTOPHOTO BXoja (re-entry). KojuiareHoBble BOJJOKHA 00Opa3yIoT MPEMSITCTBUS
Ha ITyTH IBWXKEeHUS UMITyJIbca. [ToBpeXneHHbIe MIOKapauaIbHbIC BOJJOKHA 00Pa3yioT
30HBI 3aMEIJIEHHOTO TMPOBEACHUSI, UYTO MPUBOAUT K T€TEPOTeHHOCTH IPOBEICHUS
M CIOCOOCTBYET BpalleHUIO UMITYJIbca BOKPYT 30H (huOpo3a, popMupyst MeXxaHu3M
ITOBTOPHOTO BXxoja (re-entry) umiryibca. [loo TpurrepoM B TaHHOM CJIydae CJemyeT
TMOHUMATh JIFOOYIO SKTOMUYECKYIO aKTMBHOCTb, KOTOpast OyJIeT MPUBOIUTD K 3aITyCKY
TaxuapuTMuu. KioueBbIM KOMITIOHEHTOM B MeXaHU3Me apUTMUM SIBJISICTCS TIepelie-
eK (isthmus), COCTOSIIINI U3 M3MEHEHHBIX MUOKapAUaIbHBIX BOJIOKOH, CITIOCOOHBIX
K MpoBeAeHNI0 uMMysibca. OOBIYHO pacrpocTpaHeHUe BO30YKACHUS UAET MO BHEIII-
Hell W BHyTpeHHell memie. BHeuHss nemiss oOpa3oBaHa MUOKAapAOM — BHE 30HBI
pyOl11a, BHYTPEHHSISI — MMOKapAOM B obyiactu pyona. sl ycTpaHeHUsI TaXuKapauu
HeoOX0IMMO BO3JICICTBUE PaIMOYaCTOTHOM abIsILiMK B 00J1aCTU Mepelieiika

IIporao3 st MaMEHTOB C KETYIOYKOBBIMU apUTMUSIMU, CBSI3aHHBI-
Mu ¢ MMM, ocHOBBIBaeTCSI Ha JAHHBIX O BPEMEHM WX BO3HUKHOBEHWUSI.
Hab6monenus 3a nocTiH(GapKTHBIMY MTAIMEHTAMU 1 32 TIOATPYIITTION BEDKUB-
VX TI0CJIe OCTAHOBKM Cep/1ia B ocTpyio hazy UM 1mmokassIBaioT, 4TO KMU3HE-
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YIpOXKaIOINE XKeJIyI0UKOBbIC TAXMAPUTMUM, BO3HUKILIKME B TEYCHUE ITEPBBIX
24—48 4 UM, He3HauuTenbHO yBeanuuBaloT puck BCC B oTnajieHHOM Tie-
puone. B npeobnanaionieM OOJBIIMHCTBE CydyaeB TaKue MalueHThl UMEIOT
XOpOIIHNi TIPOTrHO3. JJIST TTAIMEeHTOB, Y KOTOPHIX KETYIOUYKOBBIE apUTMUN
pa3BUIMCh B 00Jjiee MO3MHUI TOCHUTAJIBHBINA TEPUOI, PUCK ITOBTOPHOIO
HUX pa3BUTHUsI, KAK U PUCK BHE3AIIHOW CMEPTU, CYILIECTBEHHO BO3pacTacT,
a TIPOTHO3 3HAYMTEIBHO YXYIIIaeTCs. DTO HATJISIHO MOKa3aHo B MCCIIeI0Ba-
Hun GUSTO (Global Use of Strategies to Open occluded coronary arteries),
rae HaOmonanuch 4188 OONBHBIX, MEPEHECHINX STMU30IbI KETyTOYKOBBIX
aputmuit (2KT/PXK) B cBsizu ¢ UM. B onHOM 13 hparMeHTOB KccaenoBaHUs
OLICHWBAJIN TTOKA3aTeJIb JICTATLHOCTH 3a TICPBBIN IOl CPeIN BHIKUBIINX B TE-
yeHue nepsbix 30 nHelt nociae UM (tabi. 2.4). CMepTHOCTb CpeIu MaluueH-
TOB ¢ paHHei rocriutanbHOU KT (1o 48 1) Obl1a mOUTH B 2,5 pas3a BHIIIIE, YeM
cpeay TTAIMeHTOB 6e3 KeIYIOUYKOBBIX apuTMUiA. OTHAKO Cpeny MalllieHTOB
¢ no3nHel rocnurtanbHoil KT (mocie 48 4) yBeauueHUe JIeTaJIbHOCTHU TIpe-
BBICWJIO I€BATUKPATHBIA ITOPOT, 4TO cocTaBujio 24,7% cnydas npotus 2,7%
y AalIMEHTOB 0e3 apuTMuii. B rpymie mammeHToB ¢ anu3oxamu no3aHeir @K
TakKe OTMeYaliCsl IOBBILIEHHBIM I10Ka3aTelb OJHOJETHEl CMEPTHOCTU
(6,1%), HO HE CTONb BhIpAXKEHHBIN, KaK cpeay nauueHToB ¢ rmo3aHeit KT.
ITo apyrum naHHbIM, ycroiunBast 2KT, Bo3HMKILAs: B CPOKU OT 8 10 60 nHeit
nociie nepeHeceHHoro UM, B 50—80% ciiyuaeB MPUBOAMT K CMEPTH B TeUe-
HUE MePBOro rojia, a CMEPTHOCTh B TeUEHUE 3 MOCJIEAYIOIIUX JIET COCTaBJISIeT
ot 43 10 47%. Ilo pe3ynbrataM obcnenoBanus 390 60JbHBIX BOSHUKHOBEHUE
KT B nepsoie 6 Hen mociae UM npuBomwio K 30 1 40% cMepTHOCTH B Tede-
Hue 1 1 2 J1eT COOTBETCTBEHHO.

Taomuna 2.4. [IporHocTrueckoe 3HaUYEHUE MOCTUH(MAPKTHBIX KEIyIOYKOBBIX apUT-
MU, 110 1aHHBIM uccienoBanuss GUSTO

bes
Moka3zatenb XT oX XT/dX XKT/OK
Bpems BO3HMKHOBEHMS PaHHsas | Mo3aHss | PaHHas | MosaHsas | PaHHsas | Mo3gHas
CmepTHOCTb, %
o Kannasy-Meiiepy 71 24,7 2,7 6,1 6,4 47 2,7

ITpumeuanue. Anantuposano u3 K.H. Newby u coast.

TakuM 00pa3om, KeJTyI0IKOBast TAXUAPUTMUS, U TIPEKIE BCETO YCTOMUM -
Bas KT, Bo3HUKIIIAsl HA TTO3AHEM TOCTIUTaAbHOM 3Tarne TeueHus UM, cBs-
3aHa C BBICOKMM PHMCKOM BHE3aITHOM CMEPTH M HE MOKET pacCMaTpUBaThCST
B KauecTBe IPEXOISIero SIBIeHUs, TaK KaK €€ pa3BUTHE OOYCJOBJIEHO
MOSIBJICHUEM aHAaTOMHWYECKOI0 CyOCTpaTa, COXPaHSIOIIErO BEPOSITHOCTh IT0-
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BTOpHOTO 3nu3ona. Kpome toro, cienyeT y4uTbiBaTh, YTO U PaHHSISI YCTOM-
yuBas KT yBeluuyuBaeT pUCK BHE3AITHON CMEPTU U HE SIBJISIETCS] TAaKOM XKe
J00poKadyecTBEHHOM, KakK paHHss DXK.

Mertonanbl aeueHust mocTuH@apKTHBIX 2KT B HacTosIIee BpeMsl BKIIIOUAOT:
JIEKApCTBEHHYIO aHTUAPUTMUYECKYIO TEpaInio, KaTETEPHYIO A0S0 U UM-
maHTauuo MK/, TToka3zaHus sl BBIOJIHEHUSI XUPYPTrUYECKOTro BMella-
TEJIbCTBA HA OTKPBITOM CEPILE, OCOOEHHO MPU HAJTMYMU aHEBPU3MbI JIEBOTO
JKeJTyI04YKa, MO3BOJISIOT HCMOJb30BaTh COOTBETCTBYIOIIME XUPYPrUUECKUE
METOIMKU: PE3EKIIMIO, AMUKAPAUATbHYIO NIeCTPYKIIUIO, 11eJIbI0 KOTOPBIX SIBJISI-
eTcsl ycTpaHeHue apuTMuueckoro ¢pokyca — uctounuka 2KT. OueBuIHO, 4TO
B TIEPBYIO OYepelb BCErma CleayeT paccMaTpuBaTh BO3MOXHOCTh aleKBaT-
HOT0 BOCCTAHOBJICHMSI KOPOHAPHOI'O KPOBOTOKA, YTO CaMO MO cebe MOXeT
MPUBECTU K YCTPpaHEHUIO TaxuKapauu. OqHaKo B OOJBbIIMHCTBE CIyYaeB Ha-
nuune noctuHpapkTHo# KT Tpedyet nmruiantauuu MKJI. B coorBeTcTBUM
C COBPEMEHHBIMU KJIMHUYECKMMU PEKOMEHIALMSIMU TaHHBIA BUI JCYCHUS
nmeet Ila kmacc mokazaHuil ISl MAlMEHTOB C HOPMaJIbHOM (PyHKIMEH
JIEBOTO XeJiynouyka u I Kiiacc mokazaHMit IJIsl MAllMEHTOB CO CHMXKEHHOM
dyHkumein neBoro xeiaymouka (PBJIK <35%). Cnemyer OTMETUThb, 4TO
s dekTUBHas JIeKapcTBeHHas Tepanus U aaxke 3¢p¢GeKTUBHAsI KaTeTepHas
abnsuus KT He gBisitoTcsa moBoaoM K otkaszy oT MKJI-Tepanuu, Tak Kak
OHM MPAKTUYECKM HE CHMXKAIOT PUCK BHE3aITHOW CMEpTU Y JaHHOM KaTe-
ropun namueHToB, a Hanuuue MKJI Takke He OTMEHSET HeoOXOAUMMOCTh
MOMBITKM PaAuKaIbHOTO YCTPAHEHMSI TaXUMKapAuWd WIM Ha3HAYeHUs IPO-
¢unakTUUEeCKO JieKapcTBeHHOM Tepanuu. IlocnenHsis nis JaHHOM Karte-
ropuM MALMEHTOB OObIYHO orpaHmuuBaeTcsi ammomapoHoM (Kopmapon?*)
U COTaloJIOM, MPUUYEM aHTUapuTMUYecKass U mpoduiakTuueckas 3¢pdex-
TuBHOCTh amuonapoHa (Kopmapon®) GymeT ycuauBaThesl MpHM COYETAHUU
¢ B-ampeHobI0KATOpaMU.

Xupyprudeckasi Koppekuus noctuH@apkTtHbix KT B mepByio odyepeab
CBsI3aHA C BO3MOXHOCTbIO ITOJHOLICHHOM peBacKy/IsipU3allMi MUOKapia,
UIeHTU(pUKALMU U yCTpaHEeHUs apuTMudeckoro ¢dokyca. IlepBbie ycnexu
MPUMEHEHUS A0PTOKOPOHAPHOrO IIYHTHPOBaHMA B ycTpaHeHuu KT ObLiu
OTMEYEHBI y OOJIbHBIX UIIEMUYECKU 3aBUCUMbBIMU TaxukKapausiMu. OaHaKo
B JajJbHEHIeM ObLIO OTMEUEHO, YTO TpYIINa 3TUX IMallMeHTOB CPeau CTpa-
napmux KopoHaporeHHbiMu KT HeBenuka, WU cpeayd HUX IOCTaTOYHO
yacTo OTMEYaJoCh pelMIMBUpPOBaHUE apuUTMUil. BriocienctBuu padotamu
M. Josephson u coaBT. ObLJIO 1O0Ka3aHO ydyacTHe apuTMUYECKOTO cyOcTpaTa
U MeXaHu3Ma re-entry B BOSHUKHOBEHUU XKEJIyIOYKOBBIX apUTMUI Y OO0JIb-
Heix MBC, 4TO majo BO3MOXHOCTb MOMCKA IyTell €ro yCTpaHEHMsl Kak
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XUPYPru4ecKMMU, TaK W SHOOBACKY/ISIpHBIMM MeTomamu. Ha coBpeMeH-
HOM 3Tale XUPYPrUueCcKUii METOJ B OCHOBHOM HCIOJIB3YIOT IJISI YCTpaHe-
Hust KT, obycioBiaeHHbIX TNocTUH(apkTHON aHeBpudMmoili JIK. Ilo BbI-
paxeHuto M. Josephson, «xupypruyeckuit MeTon sl TakKuxX MallMeHTOB
OCTaeTCsl HAWIyYIIIM METOJOM YCTpaHEeHUs] TaXUKapAUU IIPH YCIOBUM, YTO
MOAO0OHbIE OIlEPaLlM BBIMOJHSIOT OIBITHbIE CIIELUATNCThI».

ITepBBle MOMBITKA 3HIOKAapAUAIbHOTO yeTpaHeHust KT OB CBSI3aHBI
C HCIIOJIb30BaHUEM 3JIEKTPOMMITYJIbCHOM NeCTPYKLMM, KOrIa IJIsl BO3IEii-
CTBUSI TIPUMEHSIICS 2JIEKTPUYECKUI pa3psii, HAHOCUMBIN C neduopuiiis-
TOpa ITOCPEICTBOM SHAOKAPAMAIBHOTO 3JIEKTpoaa. MeToauKa MCIIOIb30-
BaJlaCh BO MHOTHMX KJIMHHMKaxX no Hadajga 1990-x romoB m mcuepriajga ceost
B CBSI3U C OOJIBIIIUM KOJIMYECTBOM OCJIOKHEHMI U MosiBiieHeM MeToaa PUA.
IMocnenHuii 3a MCTEKILIME ABA AECATUJICTUS IOJIYYMI IIMPOKOE pPaCIpo-
CTpaHEHHWE B yCTpaHEHUU OOJIBIIMHCTBA HApYIICHWI CEpaeYHOTO pUTMa.
Opnako npuMeHeHne PYA y 6oabHbix UBC ¢ KT TpeOyeT TiaTeabHOTO
0TOOpa MaIMeHTOB BBUY CYIIIECTBOBAHUSI MHOTWX OTpaHWYEHUN IS MC-
MOJIb30BaHMSI METO/Ia Y 3TOi KaTeropnu naureHToB. IToTpeGHOCTh B Ipo-
BEeICHUU PeBACKYJISIpU3allin, yCTpaHeHU aHeBpu3Mbl JI2K oOycimoBnmmBaeT
BBITIOJIHEHWE 3TUX OIepalluii TepBBIM 3TAalloM, W TOJLKO B Cllydae eciu
KT coxpansieTcs, 3areM Bo3MoxXHO mnpoBeneHue PUA. Unentudukanmusa
apUTMUYECKOU 30HBI TIpEX/e BCEro OymeT CBs3aHa C HEOOXOIMMOCTHIO
uHaykiuu KT 11bo ¢ HaauyreM 4acToif MOHOMOP(MHOI 3KCTPaCUCTOIUU
IJIST BBITIOJIHEHUS TTOJIHOLIEHHOTO SHIOKAPAUAIBHOIO KapTUPOBAHMS, UYTO
OrpaHUYMBAETCSl KAK BO3MOXKHOCTBIO BOCIIPOM3BEACHMST TaXUKapAUU, TaK
¥ TeMOJIMHAMUUYECKMMU CBoiicTBamMu mocieaHeii. Kpome Toro, apdexTun-
HOCTh BO3IEMCTBUS OyIeT 3aBUCETh OT TOIMMKM CyOCTpaTa B TOJIIIE MUOKap-
J1a, TaK KaK MHTpaMypaJibHasl WU SIMKapAraibHasl JIOKAIU3alKsl CHIKAET
9 hEeKTUBHOCTD METO/A.

BcaencrBue pasadyHbIX TPUYMH BOZMOXKXHOCTb MHAYKIIUM U SHIOKAPI-
ajpHOro KaprupoBanusi KopoHaporeHHbIX 2KT nipu DDU/PYA cocrabisier
67—81% cnydaeB, 4TO M3HAYAJIBHO OTPAHUYMBACT IPYIIITY MAlUEHTOB, MO/~
XOISIIMX JUIST KaTeTepHoi absauuu. HermocpeacTBeHHO MOcie BHIMOJIHEHUS
PYA Taxukapnust He UHIyuupyetcst y 68—90% mnaiueHToB, YTO CBUACTEb-
CTBYeT 00 3(GHEKTUBHOCTA MPOLEAYPHI, OMHAKO B OTHAJIEHHOM IEPUOMIE
peunausbl KT ormevarores y 20—44% manmenToB. K coxkaneHuto, coxpaHs-
€TCSI TOCTAaTOYHO BBICOKMI IPOIEHT OCIOXHEHWI WM MHTpaollepalliOHHON
JIETAJIBHOCTH, TIOKA3aTeJIM KOTOPBIX CYLIECTBEHHO BapbUPYIOT OT KJIMHUKU
K xinHuke (0—2,7%), 4T0, BEPOSITHO, CBI3aHO C Pa3IMYHBIM OITBITOM II0-
JMOOHBIX BMEIIATEILCTB M OCHAILECHUWEM KIMHMK. YYUTHIBas CKa3aHHOE
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BBIIIE, aBTOPBI XOTEJIM ObI ellie pa3 MOAYEPKHYTh MBICIb O TOM, YTO IPU
BCEil IMPUOPUTETHOCTH METOIOB PaJMKaJIbHOIO YCTPAaHEHUsI KOPOHAPOIeH-
HbIX 2KT BO3MOKHOCTHU MX UCIIOJIb30BaHMS Y JAHHOM KaTETOPUU MAaLlMEHTOB
CYILLECTBEHHO OrpaHWYEHbI M TPYIIa ycrexa Cpeau 3TUX IalMeHTOB B Ha-
cTosiiee BpeMsi, K COXaJIeHUI0, HeBerKa. [1oaToMy 1J1s1 MHOTUX ITOIOOHBIX
nauueHToB MK/ SIBASIOTCSI OCHOBHBIM CPEACTBOM KakK JJIsl MPO(hUIaKTUKKI
BHe3amnHoii cMepTH, Tak 1 mis JiedeHus: 2KT. Kpome Toro, yctpanenue KT
y OOJIbHBIX CO CTPYKTYPHBIM IIOPaKeHUEM MUOKap/a CYILeCTBEHHO HE yIy4-
IIaeT MPOTrHO3, a 3HAYUT, He cHMXKaeT puck BCC unm cHUXKaeT ero ToabKo
YaCTUYHO.

2.3. XENNY104KOBbIE TAXUAPUTMWUW N BHE3ATHASA
CMEPTb NPU HACNEACTBEHHbIX APUTMOIEHHbIX
3AGO0JIEBAHMAX C BbICOKMM PUCKOM BHE3AMHOIA
CMEPTU BE3 CTPYKTYPHOW NATONOM AW CEPJLIA
(MEPBU4HBIE KAHATIOMATWN)

Psin 3aboneBanumii cepama xapakTepusyeTcs BhIpaXkKeHHON apUTMOTEHHO-
CThIO. 3a4acTylO0 MCXOIOM TakKMX 3abosieBaHuil saBisgetrca BCC, BbI3BaHHAS
xenynoukoBoit aputmueit (2KA). Ilocnennsii B JaHHOM cliydae CIIY>KUT
He TOJIbKO OCHOBHBIM MEXaHM3MOM Pa3BUTUSI OCTAHOBKY KPOBOOOpAILIEHUS],
HO U TIEPBONPUYNHON (TpUTTepoM) pa3BUTHsA (paTaibHOro 3nu3ona. I[1o nan-
HBIM pa3HbIX uccienoBanuii (Wellens H.J., 2013; Wei D., 2016), no 65—85%
caydaeB BCC peructpupyercs y JUIl C COXpaHHOW KOHTPaKTUIBbHON (PyHK-
nueit JIK npu oTCyTCTBUY BOCHAIMTEIbHBIX WIM UIIEMUYECKUX ITOPaKEHUIA
muokapaa. ToxbKo HemaBHO OJarogapst OTKPBITUSIM B 00JIACTA MOJIEKYJISIp-
HOIl TeHEeTHKM Y NaTO(MM3UOJOTUM HAM CTaJ0 M3BECTHO O BO3MOXKHOCTU
HaCJIEACTBEHHBIX (IMepBUYHBIX) opM KA, TOMMMO XOPOIIO M3BECTHBIX
IpUOOpPEeTeHHBIX (BTOPUYHBIX) (hopM KA, 00yCIOBIEHHBIX CTPYKTYPHBIMU
3aboneBaHusIMu cepana (xponmdeckass MBC, moctuHbapKTHBI Kapauo-
CKJIEPO3, BOCIHAJIMTENIbHbIE 3a00JieBaHMS MUOKapaa, MOPOKM KiallaHOB
u 1p.). B ocHoBe HacnmencTBeHHBIX KA y I, HE MMEIOIIUX MPU3HAKOB
OPraHMYECKOM MATOJOTUM CEPIEYHO-COCYAUCTOM CUCTEMBbI, MOTYT JIEXKATh
M3MEHeHMs (MyTalluK) B TeHaX, KOIUPYIOIIUX CUHTE3 OEJKOB KJIETOYHBIX
MeMOpaH, OTBETCTBEHHBIX 3a TpaHCMEMOpaHHbIE MOHHBIE TOKM, KOTOpPbIE
WUIPalOT BaxKHEHIIYIO poJib B MpOLieccax AEMOJISIpU3aLNU U PEHOJIIpU3aliun
B MUOKap/e.
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Bce aTuosornyeckue M TMAaTOTeHETUMYECKME IIPOLIECChI, BIUSIOLIME
Ha 3JIeKTPO(GU3NOJIOrMIYecKre mnapaMmeTrpbl (yHKIMOHUPOBAHUS MUOKap-
NUAJIbHOM KJIETKY W MPOBOISIIEN CUCTEMBI CEPLIA B LIEJIOM, OIIOCPEIYIOTCS
TpeMsl IJIaBHBIMU MEXaHM3MaMM apUTMUI: M3MEHEHUEeM (hOPMUPOBAHUS
HUMIIyJIbCa, U3BMEHEHUEM €T0 MPOBEICHUS WIM COYETaHUEM ITUX (DAaKTOPOB.
I'eHeTnyecku neTepMUHUPOBAHHOE HapyllleHUEe (DYHKIIMI MOHHBIX KaHAJIOB
MOXET JIeXKaThb B OCHOBE MPAKTUUYECKU BCEro CIeKTpa 3J1eKTPOhU3UOIOrH -
YeCKHX MEXaHM3MOB apUTMUM.

HopMmanbHble aMIIMTyAa ¥ MIPOAOJIKUTEIBHOCTD CEPASYHOT0 MOTeHIIaa
neiictBus (IT11) SIBIsIIOTCS pe3ybTaTOM KOOPIMHALIMM Pa3HOOOPa3HbIX BXOIS -
LIMX Y BBIXOISIIIMX MOHHBIX TOKOB, KaXKIbI U3 KOTOPHIX 00JIagaeT CBOCH yHU-
KaJbHOI IIUTENbHOCTbIO U MHTEHCUBHOCThIO. HaTpueBbie ToKM obecrieunBa-
10T OBICTPYIO IETOJSIPU3AIIMIO, a TAKXKE YIACTBYIOT Ha CTaduU IJIaTO BO BPeMsI
I1JI. KanueBble MCXOASIIME MOHHBIE TOKM MOIACPXKMBAIOT MEMOpaHHBIN
MOTEHIIMAJ TIOKOSI ¥ YYaCTBYIOT B PEIOJIsipU3allii, BOBICKASICh MPAKTUYECKU
Bo Bce (aspl [, beictpbiit (/;,), MemieHHbli (/i) 1 CBEPXOBICTPBIA KOMIIO-
HEHTHI (1, ) TOKa 3a1ep>KaHHOTO BBITPSMJICHUS POSIBIAIOT ¢e0s1 B 2-10 U 3-10
¢aspr [1I. MakcumanbHas aMILIATY/1a TOKA BHYTPEHHETO BbIIPsIMIEH s (1))
peructpupyercs B 4-10 cdaszy 1[0, 4yTo BaxkHO ISl TTOAAEPKAHMST aleKBaTHOM
MPOIOJKUTETbHOCTU T1]I O OTHOIIEHUIO K YaCTOTE CEPACUHOrO pUTMa.

ITocTosSTHHBIIT TpaHCMOPT MOHOB Yepe3 MeMOpaHy U OajlaHC MeXay
pa3IMYHBIMU MOHHBIMU TTOTOKAMM OOECIIEUMBAIOTCSI TOHKO cOaJaHCHUpPO-
BaHHBIM B3aUMOJEHCTBMEM COOTBETCTBYIOIIMX MOHHBIX KaHAJIOB, aKTUBU-
PYIOLLIUXCSI MU MHAKTUBUPYIOIIUXCS B pa3Hble (asbl 1[0, mpu 3TOM TOJIBKO
HeOoJIbIIasl YaCTh MOHHBIX KaHAJIOB JOJKHA OBITh OTKPHITA OMHOBPEMEHHO.
WonHble KaHalbl MPEACTaBISIOT CO00I CIOXKHBIE OETKOBBIE KOMILJIEKCHI,
COCTOSIIIIME U3 OMHON OCHOBHOU (0OOJBIION) Q-CYyObeAUHUIIBI U TOIOJHU-
TeJbHBIX (MaJbIX) Y-, B-, O0-cyobenuHul (puc. 2.3).

Il MOJIHOLIEHHO# paboThl KaHAJIOB Q-CYObeAMHMULIAM HYXKHBI MaJjble
cyobenuHULbL. YeThipe a-CyObeAMHUIIbI KaTUeBOro KaHalla 00beJUHSIIOTCS
B TeTpaMep, TECHO CBSI3aHHBII C COOTBETCTBYIOIIMMU [3-CyObeAMHUIIAMU.
CyObeIMHULIBI O U 3 OpUEHTUPOBAHBI TAKMM 00pa3oM, YTO 00pa3yioT Mopy
¢ oOpalleHHBIMU BHYTPb cerMmeHTamMu S5 u S6. I1pu nenonspusaunu mpo-
HUCXOMUT MepeMellleHue MOTeHLMAI3aBUCUMOr0 YYBCTBUTEIBHOTO IIEHTpa
HapyXy, 4TO BbI3bIBaeT KOH(GOPMAIIMOHHbIC U3MEHEHUS U MPUBOIUT K OT-
KPBITHIO «BOPOT» KaHajla 1 ero akTuBaluu. I1py 3ToM perucTpupyercst Bbl-
xomsmuit K -Tok.

Kaxnplit MOHHBII KaHal WIM PEryjsiTop ero akTUBHOCTU KOIMPYETCS
COOTBETCTBYIOIIMM TeHoM (puc. 2.4). HykneotumHble aedekThl B reHax
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4 A MoteHuman-3asncumble Na* kaHanb! h
a-nogrpynna B,_4,-noarpynnbl
LOomeH I LOomeH Il
B lNoTeHuman-3aBncumMble Ca?* kaHanbl
al-nogrpynna
[omeH | LomeH I LOomeH il LomeH IV
B K+ kaHan a-nogrpynnbl
Kv kaHanbl: S1-S6, Kir kaHanbl: S1-S2, K2P kaHanbl: S1-S4,
ofHa nopa ofHa nopa OBe nopsol
NH, NH;
N COOH COOH )

Puc. 2.3. TpaHcMmeMmMOpaHHBIE ITOTEHIIMAI-3aBUCMMbIE MOHHBIC KaHaIbl. AJb(pa-
MOATrpYINa HATPUEBOrO U KaJbLMEBOTO KaHAJIOB COCTOUT U3 4 nomeHoB. Kaxniblii
JIOMEH COCTOMT U3 6 TpaHCMeMOpaHHBIX cerMeHTOB (S1—S6). Anbda-moarpynma
KaJIMEeBOrO KaHaja MOXET COCTOSITh U3 6, 2 win 4 TpaHCMEMOpPaHHBIX CErMEH-
ToB (S1—S6). BaxHoil 4acThlo KaHaja sIBJISIETCSI MOTEHIIMA-3aBUCUMbIA YYBCTBU-
TeJIbHBIN LIEHTpP, 00pa3oBaHHbIN cermeHTaMu S1—S4. Kaxnas TpeTbst aMMHOKUCIIOTA,
BXOJSIIAsl B COCTaB cerMeHTa S4, TOJOXUTEIbHO 3apsikeHa, UYTOo oOecreyuBaeT
YYBCTBUTEJIBHOMY LIEHTPY CYMMAapHBIi MOJOXUTEIbHbIN 3apsia. CermeHThI S5 n S6
YJacTBYIOT B 00pa3oBaHUM LieHTpajbHOTO oTBepcTus (rmopsl) (Huang H. et al. Journal
of Pharmacological and Toxicological Methods. 2017)
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M

(2)
0omV
(0) (3)
MoHHblE TOKK VIoHHbIE KaHanbl
Na* Tok i Na, 1.5 n B noarpynnbi
T
L-Type Ca2* Tok —— Cay 1.2 1 BCOMorarenbHble NoArpynmbl
T-Type Ca2* Tok — Cay, 3.2 1 BComorartenbHble NOArpynmbl

Na*-Ca?t —®a— . — — Na'-Ca®

lto1(4-AP 4yBCTBUTESNbHBIN) — Ky4.3
lio2(Ca®* aKTUBMPOBAHHbIiA) A -
IKs — Ky7.1(KCNQ1) + MinK (KCNE1)

Kr — ol 11.1(hERG) 1 MirP1 (KCNE2)
[ — = Ki2.1

Icior IKp CFTR (CI"), Kop
\Kur " KV 1.5

[KATP/ACh === ol G|RK1+4 (Ik-acn), Kir 6.2+SUR1 (IkaTP)

Puc. 2.4. CxeMa moTeHIMajda OEUCTBUSI KapAMOMUOLIMTOB KEJIyIOUYKOB MMOKapaa
M MOHHBIX TOKOB, YYaCTBYIOIIUX B €ro ¢hopMupoBaHun. CBETI0-CephIM 0003HAYECHBI
BXOISILIIME MOHHBIE TOKU, TEMHO-cepbiM — ucxoasiue (Antzelevitch C.J., 2003)

MIPUBOIAT K CUHTE3y aHOMAaJIbHbIX OCJIKOB, KOTOPbIE HE MOTYT OOecreun-
BaTh HOPMaJIbHYIO pabOTy MOHHOIO KaHajia Y BbI3bIBAIOT CIIEKTP FeHETUYC-
CKU-IETePMUHUPOBAHHBIX aPUTMMUIA.

I'pynna HaciaeACTBEHHBIX apUTMOTEHHBIX 3a00JieBaHUIl 0e3 CTPYKTYp-
HbIX MU3MEHEHUI MHuoKapaa, 0OyCIOBJICHHAs HapylIeHUSIMU (PYHKIIMOHU-
pOBaHUsI TPaHCMEMOpPAHHBIX CEPACYHBIX MOHHBIX KaHAaJOB, BCJICICTBUE
reHEeTUYeCKMX Ae(DEKTOB €CTeCTBEHHBIM 00pa30M MOJIyYujia Ha3BaHUE «IIep-
BUYHbIC KaHaiomatuu». KpoMe Toro, tak Kak 3TH 3a00JIeBaHUsI ITPOSIBIISI-
I0TCSI IPEUMYIIECTBEHHO MJIM UCKIIIOUUTEIbHO HapYLICHUSIMY 00pa30BaHMs
1/WIK PacipoCTpaHEeHUs SJIEKTPUUECKOI0 MMITYJIbCa B MUOKapPIE, UX TAKKe
Ha3bIBAIOT OOJIE3HSIMU JIEKTPOreHEe3a WM «[IEPBUYHBIMU JIEKTPUICCKUMU
Oosie3HsIMU cepalia» (aHrA. primary electric heart disease). DTa 10CTaTOYHO
MOJIOJasi, CTPEMUTENIbHO pacClIMpsIONIascss TeTepOoreHHast Ipymma 3a00-
JIEBaHWI Ha TEKYILIMI MOMEHT BKJIIOYaeT B ceOs CUHIPOM YIJIMHEHHOIO
uHtepBana Q—T (anrn. Long Q—T syndrome — LQTS), cunapom bpyrana,
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cuHAapoM Kopotkoro uHtepsana Q—7T (auria. Short QT syndrome — SQTYS),
KaTeXOoJaMUHEPIruyecKylo MOJUMOPGHYIO XEIyIOYKOBYIO TaXUKapIUIO
(aurn. Catecholaminergic polymorphic ventricular tachycardia — CPVT)
U CUHIPOM paHHEH pernosipu3aliuu.

KnvHuyeckast 3HaUMMOCTh MEPBUYHBIX KaHAIOMAaTU 00yCIOBIEHA BbI-
cokuM puckom pa3putust BCC, B ToM 4nciie B MOMEHT ITIEPBOTO CMHKOIIATb-
Horo snu3ona. CoxpaHHasi KOHTpakTWIbHas hyHKus JIZK mpu oTcyTcTBUA
BOCITAJIUTETBHBIX WJIM WIIEMUUYECKUX TTOPAKEHUI MUOKapaa 3HAYUTETbHO
3aTPYAHSIET OIUAaTHOCTUKY U IMPOBEICHUE MEPONPUATUI IO Mpeaynpexie-
Huto BCC y aToii rpyrnnbl 00JbHBIX. Jlaxke MCIOJb30BaHUE COBPEMEHHBIX
IMATHOCTUYECKUX Bo3MOoXHOoCTel DKI', cucteM cyTOUHOTO MOHUTOPUPOBA-
Hus DKT', 21eKTpodU3n0oJIornyecKux UCCAeNOBaHUI He BCEraa Mo3BOJIsSeT
CBOEBPEMEHHO WX IMAarHOCTUPOBATh. DTO CBSI3aHO C CYIIECTBOBAHUEM 3HA-
YUTEJIBbHOTO MPOLIEHTA CKPBITHIX (hOPM 3a00JIeBaHUSI.

CoBpeMeHHBIe TIOIXOIbI K TMAarHOCTHUKE 3TUX 3a00JIeBaHU, OlICHKA PH-
cka BCC y Takux rmaie HTOB ¥ BLIOOP TaKTUKM JIEeUeHUST B 3HAUUTEJIbLHOIM CTe-
MeHu 0a3upyroTcs Ha MHOOPMALUU O MOJIEKYISIPHO-TE€HETUYECKOM MTPUpoe
3aboseBaHus. [1py OTCYTCTBUYM aIeKBAaTHOTO JIEUSHHS BELKMBAEMOCTh 0OJIb-
HBIX C TEHETUYECKM IeTepMUHUpoBaHHBIMU 2KA He mipeBbiiaet 50% B Tede-
HME S5 JIET MOcje MepBOT0 CUHKOIMAJIBHOTO 3MM30/a, TpUieM, KakK MpaBuJlo,
MOrudaloT JIOAUA PENPOAYKTUBHOTO U TPYILOCIOCOOHOIO BOo3pacTa (B OCHOB-
HoM 20—45 net). Kak moka3biBaeT OOJbIIOE YKUCIO MPOBEIACHHBIX MCCIIe-
JIoBaHMI, Hambonee 3(PHEeKTUBHBIMU MepaMu Mo npexynpexiaeHuo BCC
SIBJSIETCSI MMILIAaHTUPOBAHHBIN KapauoBepTep-aeduodpunsatop (UMK).
B Hacrosiiiee BpeMst mokaszaHa pa3inuaHast 3(h(heKTUBHOCTh aHTUAPUTMUYE-
ckux npemnapatoB (AAII) ripu pa3aMyHBIX TeHETUYECKUX popmax 3abosieBa-
Huii. B psne ciydaeB mpu Tak Ha3bIBAeMOM 0€CCUMITTOMHOM TEUEHUU 3a-
0oJieBaHUS TTOCTAaHOBKA JIMArHo3a BO3MOXHA TOJBKO IPU MCITOJH30BaHUU
MOJIEKYJIIPHO-TEHETUYECKMX METOAOB NMArHOCTUKM, TaK KaK PYTUHHbIE
MeTOAbl 00CIeIOBAHUS MOTYT He BBIABIATL 10 30% HocuTeneil MyTaluii
B TeHax, MPUBOASIIUX K 3a00J7eBaHUI0. DTU UHAUBUAYYMbI TaKXE UMEIOT
BbIcOKMi prck BCC naxe mpu oTCyTCTBUU SIBHBIX KIIMHUYECKUX TTPOSIBIIE-
HUI1 3a00yieBaHUs. BhIsIBIIeHHE TaKUX JIMILL O3BOJISIET CHU3UTh CMEPTHOCTh
B JJAaHHOM IpyTIIie MaleHTOB.

CMHAPOM YANMHEHHOro uHTepsana Q-T

HaubGonbinyto nctoputo ndydeHusi U3 3TON TPYMIbl 3a00JeBaHUN NMEET
LQTS, xoTopblii BCTpeuaeTcst B IOMYJISIINY ¢ YacToTolt He MeHee 1:5000 Ha-
cenenus (Priori S.G., 2013).
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CunapoMm ymiMHeHHoro uHTepBajia Q—7T XxapakTepu3yeTcsl YBeJIMYeHU-
eM IponoskuteabHocTd MHTepBaga O—7 Ha DKI mokost (mpu OTCYTCTBUU
JIPYTUX BBI3BIBAIOIIMX 3TO M3MEHEHME INPUYMH), PELIMIMBUPYIOIIUMU CHH-
KOMAJIbHBIMUA M NPECUHKOMNAIBHBIMUA COCTOSIHUSIMU M 0C000ii (hOpMOIi 110-
mumoppHoit KT — nByHampaBiaeHHOIN BepeteHooOpa3Hoi KT, Takxke Ha-
3piBaecMoit KT Tuma «mupyat» (OT (bpaHl. forsades de pointes — CKpydeHHbIE
LIHYpKM), a Takke ciaydasmu BCC. He Bcs noaumopdHas KT — 3710 forsade
de pointes. ns KT Tuna «mupya3T» XapaKTepHO MEPUOANIECKOE U3MECHEHUE
(«CKpYYMBaHUE») JIEKTPUYECKOM OCU XKEJTYIOUYKOBBIX KOMILIEKCOB BOKDYT
M303JICKTPUYECKON JTMHUU (CMEHA TMOJISIPHOCTH), YTO U 0OYCIOBIMBAET I10-
SIBJICHUE ITOJIOXKUTEIbHO M OTPUILATEIbHO HAIIPaBJICHHBIX 110 OTHOLICHUIO
K n3onuHuu koMruiekcoB QRS. HabmogaeMoe B pesysibTaTe BOJHOOOpPA3HOE
HapacTaHUe Y CHUKEHUE aMIUIUTYAbl KoMIuieKcoB QRS 1o (opme HarmoMu-
HaeT BepeTeHo. OHa 13 cambix ormacHbIX (opM KT BBUAY TSXKENbIX KIMHUYE-
CKUX IPOSIBIIEHUIT — reMOAMHAMUYeCKasi HECTaOMIbHOCTD, KOTOPasi HEPEIKO
nepexoauT B MK, XoTs1, B OTJIMYME OT HEE, YACTO CIIOHTAHHO IIPEeKpallaeTCsl.

B narorenese LQTS Beayiast pojib MPUHAMIEXKUT TeHAM, KOIUPYIOLINM
TpaHCMeMOpaHHbIe MOH-CeJIeKTUBHbIe KaHanbl. [Ipu LQOTS mytauuu Haii-
JeHbI B 17 reHaX, KOOUPYIOIIKMX KaJueBble, HATPUEBbIe 1 KaJlbLIMEBbIC KaHa-
JIbI, MeMOpaHHbIE MEPEHOCUUKH, a TAKKE HEKOTOPbIE CTPYKTYpHbIE OCIKH,
JIOKaJM30BaHHbIE HAa XpomocoMax 3, 4, 7, 11, 12, 17, 20 u 21 (taban. 2.5).

ITo nanneiM M.J. Ackerman u coaBr. (2011), okosno 90% Bcex reHeTHYe-
CKM TMoATBepxkaAeHHBbIX ciiyyaeB LQTS BbI3BaHBI MyTaLlMsSIMU B TPEX OCHOB-
HbIx reHax: KCNQI (LQTS1), KCNH2 (LQTS2) u SCN5A (LQTS3).

50% Bcex NpUYMHHO-clencTBeHHbIX MyTauuii LQTS oGHapyXeHbI
B reHe KCNQI, KOTopblii KOOUPYET C-CYObEOAUHMIY KaJUeBOro KaHasjia
(KvLQT1) u BezeiBaeT LQTS, tun 1. Kanan KvLQT1 (Tak:ke Ha3bIBaeMblit
Kv7.1) npencrasisier coboit 6e10K, KOTOPhIii 00pa3yeT TeTpaMephbl BMECTe
¢ 6enkoM minK (B-cy0beaMHuIIa KaJaudeBOro KaHaja, KOOUPYETCS TeHOM
KCNEI) u obecnieynBaeT MEIJICHHO aKTHBUPYIOIIMICSI KOMIIOHEHT TOKa
3aep>KaHHOTO BhIMpsiMiIeHust (1 KS). BricTpriit koMnoHeHT 3toro Toka (IKr)
obecrneunBaeTcs KaHaJloM, COCTOSIIIMM U3 - U B-CyObeIVHUL], KOAUpye-
MbIX reHamMu KCNH2 v KCNE2, cOOTBETCTBEHHO MPOSIBIsISA CBOIO MaKCH-
MaJIbHYI0 MHTEHCUBHOCTb B 2-10 U 3-10 (a3l 1. Ha momio maToreHHBbIX
myrtanuit B reHe KCNH2, xomupyoueMm o-cyobenunuiy oenka HERG
(kanan Kvl1l1.1) u sBisnomemces npuunHoit LQTS2, npuxomutcs 35—40%.
IMonnasg AB-61okana, ocnoxHsiomas tedeHue LQTS2, obHapyXuBaeTcs
y 17% B3pocbIx nalueHToB ¢ MyTanueii B rene KCNHZ2. [oMO3UTOTHBIE My~
Tauuu B KCNH2 penku, U, KOTaa OHU MPUCYTCTBYIOT, MAlMEHThI CTpagaloT
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Taomuna 2.5. ['eHbI, OTBETCTBEHHBIEC 32 Pa3BUTUE CUHAPOMA YIJIMHEHHOIO MHTEPBA-

na Q—T
Bapuant - N
LaTS TeH benkoBbli npoaykT WNoHHbII TOK
LQT1 KCNQ1 o.-Cy6beanHuLia KanmeBoro KaHana KVL0T1/KV7.1 /KS 2
LQT2 KCNH2 a-Cy6beavHuua kanvesoro kasana HERG/K,11.1 L |
LQT3 SCN5A a-CybbevHnua Hatpuesoro kasana Na, 1.5 INa 0
LQT4 ANK2 AHKnpuH B (Ank-B) Na*/K* 4
LQT5 KCNET B-Cy6beanHuua kanuesoro kaHana MinK IKS J
LQT6 KCNE2 B-Cy6beanHuua kanmesoro kaHana MiRP1 lKr J
LQT7
(cuHpopom &0%2) a-Cy6beanHnLa kanuesoro kaxana Ky, /K, | g \)
AnpepceHa)
LQT8 Cv6 L c
(Curapom CACNATC | o-CyGbepnhnua kanbLmesoro kaHana L-tuna Ca,, , - 1
TumoTn)
LQT9 CAV3 Kaseonu-3 et
LQT10 SCN4B B-Cy6beanHuua Hatpuesoro kaHana Navb4 INa 0
o-KiHasa LieHTpoCcoMbl U Komniekca [onbpKu
Lar11 AKAP9 | Votiao) s ¥
LAT12 SNTA1 o-1-cy6beanHnua CUHTponHa i 0
G-6eN10K-CBA3aHHbIE KanneBble KaHasbl BHYTPEHHe-
Lams KCN5 ro sbinpamnenna Kz /K, 5 4 (GIRK4) ha v
BbICOKOKOHCEPBATUBHbIN KanbLMA-CBA3bIBAOLLMIA Hepes /g, J
Lari4 CALMT | §onox (Calmodulin 1) w noagHuit INa 1
BbICOKOKOHCEPBATUBHbIN KaNlbLNii-CBA3bIBAIOLMIA Yepes /g, , 4
LOT15 CALM2 6enok (Calmodulin 2) " noanmVlalNa T
BbICOKOKOHCEPBATUBHDIN KaNbLiNiA-CBA3bIBAIOLLNI Hepes /g, S
LQT16 CALMS 6enok (Calmodulin 3) w noaaHuit INa T
LQT17 TRDN TpuaamHmH loas T

IIpumveuanue. LQTS — long QT syndrome — cMHAPOM yuIMHEHHOTO UHTepBaia O—1T

oT Tsikenoit ¢popmbel LQTS, AB-6nokans! 2:1 u tskenbix KA cpady nocie

POXIEHUS.

Mytaunu B reHe SCN5A HapylaloT OBICTPYIO MHAKTUBALIUIO O-CyObeau-
HULBI HaTpUeBoro KaHana Navl.5 1 mpuBOAAT K MOSIBJICHUIO TTO3IHETO Tep-
CHUCTHUPYIOIIErO HATPUEBOI'O TOKA, OTCYTCTBYIOIIETO B HOPME, BhI3bIBasI IIPO-
aneHus LQTS3. B-Cyobenunuia HaTpueBoro KaHana NaV[p4, konupyemast
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reHoM SCN4B, nokanusyeTcsl Ha MHTepPKaJMpOBAaHHBIX JTMCKaX MUOLMTOB
(Dhar Malhotra et al., 2001; Maier et al., 2004) 1 B3auMoOAeHCTBYET C pa3-
JIMYHBIMU U30¢OpMaMu cepAeyHOro HaTpueBoro kKaHana Navl.5 nuckpeTHo
pa3IMYHBIMM cIlocob0amMu B pasHbIX objactsx cepaua (Catterall, Goldin,
2003). Myrauuu reHa SCN4B HapylialoT 3TO CJI0XHOE B3aUMOICHCTBHUE
u ipuBoaaT K LQTS10.

ITepByio HekaHanbHyO (popMy LQTS npencrabnsier 4-ii Tui, o0ycaoB-
JICHHBI MyTauusMu AHKUpUH-B, agpantepHoro Oenka. MyTauuu B reHe
ANK2, xoaupytomieM AHKUpUH-B, momMumo HapyuieHus1 oOMeHa HaTpus
M Kajiusl, IPUBOAAT K BHYTPUKJIETOYHOM Ieperpy3ke KajablueMm. B moros-
HeHue K npojoHranuu Q—7 y maluMeHTOB ¢ 3TUM TUIIOM CHHAPOMAa MOIYT
OBITh CUHYCOBasl OpaauKapausl, apoKcu3MaabHas GUOPUILISALMS TIpeacep-
nuii (PIT) u karexonamuHeprudeckas nmonumopdHast 2KT (CPVT).

Cunapom AnnepceHa—TaBuna (LQTS7) pa3BuBaeTcs BCAEACTBUE MY-
Taumii B reHe KCNJ2, xonupyoollieM 0O-CyObeIUHUIY KaJUEBbIX KaHAJOB
Kir2.1, koTophblii obecreunBaeT KaJlMeBbIi TOK BHYTPEHHETO BBITIPSIMIIC-
Hust (I,,). Cunnpom Annepcena—TaBuna — penkasi popma 3aboneBaHus,
IIpY KOTOPOi yminHeHue uHTepBajia O—7 COMpPOBOXIACTCS IOSIBICHUEM
BBICOKOAMILIUTYAHOI BoJIHBL U. DTOT CUHAPOM TakKe IPOSIBIISIET SKCTpa-
KapauallbHbIe TIPU3HAKM, TAKME KaK aHOMAJIMKM Pa3BUTHUSI KOCTHOM CHCTEMBbI
(HM3KOPOCIOCTh, MUKPOTHATHS, OOJIBIIOE PACCTOSIHUE MEXIY IJIa3HUIla-
MM, HU3KOE PACIIOJIOXEHUE YIIHBIX PAKOBUH, CKOJMO3, KIMHOOAKTUIINS).
B peakux ciydasix OTMEYarOTCSl TUIIOKAJMEMUSI W IEPUOIMYECKUIl Ka-
Jnii-3aBUCcUMBIN Tapanund. Cunapom AHuaepceHa—TaBuia — 3abojieBaHUe
C ayTOCOMHO-JOMUHAHTHBIM TUIIOM HAaCJeAOBaHMS, OIHAKO CEMEWMHBIA
XapakTep 3a00JieBaHUS MIPOCICXKMBACTCS JaJeKO HE BCErna B CBS3U C TPYI-
HOCTSIMM JMArHOCTUKM, HeCHeUU(PUUECKUMU KIMHUYECKMMU IIPOSIBIIC-
HUSIMU 3a00JIeBaHUSI M HEIOJIHOM IIEHETPAHTHOCTHIO MYTAHTHBIX I'€HOB.
o 50% caydaeB 3a00JieBaHUsI OOYCIOBJICHBI MyTaLIUSIMU de novo.

Cunapom Tumoru (LQTSS8) HazpaH B yecth K. TumMoTH, omucaBiliero
970 3a0osieBaHue. BoizBaH Mytanueit reHa CACNAIC, KOoTophblit pacroiara-
eTcsl Ha XxpoMocoMe 12. DTOT reH KoaupyeT anbda- 1 -cyobeIMHUILY KaJblye-
Boro kaHana L-tumna. Kpaiine penkas ¢opma LQTS. Ilpu nanHHOM cuHapome
OTMeyYaloT HauboJiee BbIpaxkeHHOe yminMHeHue uHTepBajioB O—T u Q—Tc
(mo 700 mMc), conpoBoxxaatoleecs: KpaiiHe BeICOKUM puckoM BCC (cpenHsist
MPOIOJIKUTEIBLHOCTD JKU3HU cocTassieT 2,5 roga). 1o 60% 00abHBIX UMEIOT
Pa3IMYHbIE BPOXIAEHHBIE IOPOKHU CEPALIA U PA3JIMYHBIE HAPYLIEHUS TTPOBO-
numoct. Cpeay 3KCTpaKapIMalbHbIX IIPOSIBJICHUI 3a00J1¢BaHUsT OIIMCAHbI
KOTHUTUBHBIC HAPYILIEHUSI, TUITOIJIMKEMUS, UMMYHOAE(UIIUThI, aHOMAJIUU
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CTPOCHMS JINILIA, YACTUYHOE WJIM TTOJTHOE CpallleHHEe MajblieB KUCTEH 1 CTOIl
(cunpakTuiaus). CunapoM TUMOTU HacaeayeTCsl IO ayTOCOMHO-IOMUHAHT-
HOMY TUITy, OIHAKO Ipeodanarliee OOJbIIMHCTBO CllydyaeB 3a00JeBaHUS
TakxXe 00YyCJIOBJIEHO MyTallUsIMU de novo.

Kaseonnbl Obiu onucanbl Engelman M coaBT. Kak «MaJleHbKHE Tellle-
pbl» B IUIa3MaTUYECKO MeMOpaHe M pacCMaTpPUBAIOTCS B KayeCTBE MeCTa
BaXKHbBIX AMHAMUYECKMX U PETYISITOPHBIX COOBITMIA Ha IUIa3MaTUYECKOil
MemOpaHe. Mytauuu B reHe CAV-3, KonupyoolieM KaBeoJuH-3, OTBeYaloT
3a Ki1uHudeckue nposipieHus LQTS9.

B cepaue cummartuyeckas peryisius npoaoykuteabHocty I111 omoc-
penyeTcsl akTUBALMEd [(-aIpeHepruueckoro pelerropa, Koropasi Tpedyer
coopku a-cyonenunuubl (KvLQT1) kanana I, co cneuubuyeckum Oen-
KOM — A-KMHAa30ii LIeHTpocoMbI 1 KoMiuiekca ['onbmku (Yotiao). @yHKIMM
3TOro MpoTeuHa, KoaupyemMoro reHoM AKAPY9, pacnoyio)keHHOTo Ha Xpo-
MocoMe 7, B HacToslliee BpeMsl U3ydeHbl HeaocTaTrouHo. OQHaKO MyTaluu
B reHe AKAP9 accoumupytot ¢ LQTS11.

Cunnpom ymimHeHHoro uHtepBania O—7 tun 12 (LQTI12) obycioBieH
myTauueit reHa SNTAI, nokanuzoBaHHOTO Ha xpoMocome 20. OH Koaupyer
anba-1-cyobenunully 6enka cuHTpoduHa (a-1-Syntrophin), ydyacTByio-
IIEr0 B PEryysiliuM JAeATeIbHOCTH HATPUEBBIX KaHAJIOB KapIMOMUOLIMTOB.
Mytauusi B reHe SNTNI npuBOAUT K YCUJICHUIO (DYHKLUMU CEPACUHOIO
HaTpueBoro kKaHana Navl.5, KOTOpbIii SIBAsIETCS MATOJOrMYeCcKOi OCHOBOM
LQTSI12.

CasizanHas ¢ G-0e1KoM cyObeIMHNIIA KAJIMEBOTO KaHajla BHYTPEHHETO
BoinpsimiieHust (Kv3.4/Kir3.4) kogupyercst reHom KCNJS5. MyTtauusi norepu
¢GyHKIIMM B 9TOM reHe MoxeT BbizBaTh LQTS13.

BoabmmHCTBO MACHTUMUIIMPOBAHHBIX TeHETUUYECKUX Ne(PEKTOB Ipu
LQTS otHocuTcs K MyTalusM, HapylIalOIIUM CTPYKTYPY KOAUPYEMOTO
oenka (a- U B- cyObeOIUHUIIBI), U3MEHSIOIIMM HOPMaJIbHbIE MOHHBIE MO-
TOKM, UTO YBEJMYMBACT IPOAOJIKUTEILHOCTh (hasbl penojsipu3aunu. [1pu
HCCIEIOBAaHUHN 3JEKTPODU3NOTOTUUECKUX CBOMCTB MYTaHTHBIX CYObEIM-
HUIL MOHHBIX KaHaJ0B OBbLJIO MOKa3aHO, YTO (PyHKIMOHAJIbHbIE 3(P(PEKThI
MyTallMii B KaJMEBbIX, KaJbLIMEBbIX M HATPUEBBIX KaHallaX, MPUBOASIIINE
K LQTS, paznuuHbl. YBenuueHue BpeMeHU, HEOOXOAUMOTO [UIsT PETMOJISIPU-
3alUU, MOXET OBbITh PE3YJIbTATOM KaK YCHJICHMSI BXOSIIETO KaJlbLIMEBOIO
Toka (¢aza 2 I1]1) u nenonsipusyooliero HaTpueBoro Toka INa (daza 1 I11),
TaK M CHWXEHUS DPENoISIpU3YIOIINX KalaueBbIX TOKOB (da3bl 2 u 3 I1J).
MyTanuu B reHax, KOAUPYIOIINX OOJbIINE U Majble CYObeAUHUIILI Kalue-
BBIX KaHAJIOB, PEaJU3yIOTCS 110 MEXaHU3MY CHIDKEHUST (DYHKIIMU (aHIII. /0SS
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Puc. 2.5. A — MonHHbIe TOKH, 00eCIIeUnBaIOIINe TTOTCeHIIMA ACHCTBUS JKeJIyT0UYKOB;
b — cxemaruueckoe m3o0pakeHUe KapIHMOMMOIIUMTA, OTOOpaXaroliero Oeaku, yJa-
crBytoiue B matoreHeze LQTS (Zahurul A. Bhuiyan. et al. Front. Pediatr, 2013)
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of function) 1 MPUBOJAT K CHUXKEHUIO KaJIMEBOU MPOBOAUMOCTH (YMEHbIIIA-
10T UCXOJISIIIINE KaJTueBble MOHHBIE TOKM), TEM CaMbIM YIJTUHSISI PETIOSIPH-
3anuio (puc. 2.5). MyTtauum B reHax HaTPUEBBIX W KaJIbLIIMEBBIX KaHaJOB
peanu3yoTCcs MO0 MEXaHU3MYy YCWIeHUs (pyHKuuuM (aHTJ. gain of function)
U TIPUBOMSIT K YBEJMUYEHUIO MPOJOKUTEIBHOCTH PETIONIIpU3aIInsI 3a CUeT
YCWICHUSI BXOASIIMX HATPUEBBIX U KaJbLIMEBBIX TOKOB IIyTeM pa3IW4YHBIX
HapylIeHUI MTHAKTUBAllMW KaHAJIOB.

TsxkecTh TeueHUsl 3a0ojieBaHUs 3aBUCUT OT BBIPAKEHHOCTU (PYHK-
LIMOHAJILHOM HEIOCTATOYHOCTU MYTaHTHOro Oeyika. CTeleHb CHUXKEHUS
(byHKIIMU 3aBUCUT OT XapakTepa 3aMEHbI M YKCJIa MyTaHTHBIX CYyObeIUHUII,
BKJIIOYEHHBIX B TeTpamep. Eciam myTaius MmposiBisieT JOMUHAHT-HeraTuB-
HBI 2(D(hEKT, TO HAIMYKEe JaXke OMHON MYTAaHTHOM CyOBeIMHUIIBI B COCTaBe
KaHajla MOXET TOTaJbHO 3a0JIOKUMpoBaTh ero (yHKuUMI0. B 3TOM ciyyae
MPOITYCKATh MOHBI KaJIMs OYIyT TOJBKO KaHAJbI, HE COMEPXKaIlNe HA OTHOMN
MYTaHTHOI cyObequHULIBL. [10CKOIbKY KajleBble KaHAJIBI SIBIISIIOTCST TETpa-
MepaMH, TO Y TeTEPO3UTOTHBIX MALIMEHTOB JIKIIIL 0KOJIO 1/16 KaHaioB OyayT
COCTOSITh U3 CYOBEIMHUII TAKOTO THTA. B 11€JT0M TOMUHAHT-HETaTUBHBIE MY-
TallM1 OKAa3bIBAIOT 00JIee BHIPAXKEHHOE BIIMSIHUE HA YPOBEHb MOHHBIX TOKOB.

OCHOBHBIM 3JieKTpouznonorndeckum Mexanusmom KT tuma nmupyaT
SIBJISIETCSI TPUITEPHBII aBTOMAaTU3M, OOYCIOBJICHHBII paHHE MOCTICIIONS -
puzanueit (Hauano 3-it daszer [1]1). JIns cuaxpoHU3aumu cCOKpaiieHuss Mu-
oKapja, KOHTPOJISI M OTpaHUYEHUS CepIAeUYHOI BO30YIMMOCTH HeoOXoauma
3HAYUTEIbHASI TPOAOJIKUTEIbHOCTD (Da3wl pentonsgpusanuu [111. YBenuueHue
BpeMeH!, HEOOXOIMMOTO IUISI PETOJISIpU3aliii, MOXET OBITh Pe3yIbTaToM
KaK yCHJICHMSI JEIOJISIPU3YIOLIEr0 HAaTPUEBOrO TOKA, TaK U CHUXKEHUS pe-
TOJISIPU3YIOIINX KaJTWEeBBIX M KalbllMeBbIX TOKOB (Antzelevitch C., 2003).
ITpu LQTS reHeTnyecku 1eTepMUHUPOBAHHASI HETOMOT€HHOCTh PeToJsIpyr-
3aLUU [IPOSIBIISIETCS. OCOOEHHO SIPKO U JIEXUT B OCHOBE YIJIMHEHUSI UHTepBa-
na QT wHa OKT. MonHslii nucbanaHe, cymectBytommii mpu LQTS, npuBonut
K 3aMeJICHUIO M aCMHXPOHU3MY ITpoliecca pelosipu3aliy B MUOKAP/IE XKe-
JIyIOYKOB, UTO 00JIErYaeT MosiBJIeHe aHOMaIbHbIX octivuntstiumii [1J] — pan-
HUMX CJIEOBBIX jAenojisgpu3anuii. YacTble MOBTOPHbBIC IOCTIEIIOISPU3ALII
10 TUILy PAHHEI TPUITEPHOI aKTUBHOCTU MOTYT T€HEpUPOBATh BHEOUEPE -
HbIE COKpaIleHUs, YTO TPOSIBIIICTCS B BUAE ONMHOYHOMN MM MHOXKECTBEH-
HOM 3KCTPACUCTOJI, M MPUBOAUTH K BO3HUKHOBeHMI0 XKT.

MexaHn4eckn WHIYIMPOBATh 3aIllyCK apuTMUM MOXET short-long-short
(SLS) mocnenoBaTelbHOCTh (JIOCJIOBHO B MEPEBOAE — <«KOPOTKUI-IJIMH-
HBI-KOPOTKUIi»), nin (heHOMeH «Kackana». B ocHoBe SLS mocnenoBaTesnb-
HOCTH JIeXaT 4YepeloBaHNe BHE3aITHOTO YKOPOUYEHWSI W YIJIUHEHUS Bpe-
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MEHHBIX MHTEPBAJIOB BCJCACTBUE CYMPaBEHTPUKYJSIPHON 3KCTPACUCTOJIbI
(short), mocTaKCTpacucToauuecKas naysa (/long) 1 moBTOpHasl XKeIy104KOBast
9KCTPACUCTONUS (short), MOCIE KOTOPO 3aMMyCcKaeTCsl TaXUKaApAUsI «IIAPyIT»
(Duggal P., 1998).

CorniacHO OMMCcaHUsIM, CYILIECTBYIOT IBe HacaencTBeHHble opmbl LQTS
C pasHbBIMM TUIIAMM HacjieaoBaHus: cuHapoMm Pomano—Yopna (Romano—
Ward) ¢ ymiuHenuem nHtepBaia Q—7T Ha DKI', HopMaabHBIM CIYyXOM U ay-
TOCOMHO-IOMUHAHTHBIM TUIIOM HacjeloBaHMSI U cUHApoM JIxkepBesia—
Jlanre-Hunbcena (Jervell and Lange-Nielsen) ¢ 6osiee TSKEIbIM TEUYSHUEM,
BPOKIEHHOU IBYCTOPOHHEU HEMPOCEHCOPHON TJyXOTOM M ayTOCOMHO-pE-
LIECCUBHBIM TUIIOM HacjienoBaHusl. Haubosee u3ydyeHbl KIMHUYECKUE
U 3JIeKTpoKapauorpacduieckue mposiBIeHUS MePBBIX TpeX (OCHOBHBIX) TUIIOB
CHHIpPOMA C ayTOCOMHO-IOMMHAHTHBIM TUIIOM HacjenoBaHMs (Tabir. 2.6).

Ta6muma 2.6. ®eHoTunuyeckas XxapaKTepuCcTUKa TpeX Hambosiee M3BECTHBIX TUIIOB
LQTS

XapakrepucTuka

LOTS1

LOTS2

LQTS3

MyTaHTHbIN rex

Kcnat

KCNH2

SCN5A

1I3MeHeHNe NOHHOrO ToKa

CHmKeHne /KS

CHuxenne [,

Yeunenue INa

9KT: chopma T-3ybua

T-3y6eL C LWMPOKUM
OCHOBaHNEM

T-3y6eL, H1U3Ko-
aAMMNTYAHbINA

¢ U-3y6Lom nnu pas-
[IBOEHHbII

o3aHo nosBnsio-
Lwmics 3ybel T
(oTRaneHHbIN) cer-
MeHT ST

DakTopbl, NPOBOLMPYIO-
e uHaykuuo TdP

®usnyeckas Harpyska,
3MOLMOHANbHbI CTPecc

Pe3kuit rpomkmnin
3BYK (3BOHOK 0Y-
OWbHUKA), 3MOLM-
OHalbHbIN CTPecc
(nenyr)

bpaankapauns
(B MOKOE, BO CHe)

YyBCTBUTENBHOCTb K Ka- Bbicokas CpeaHss OTcyTcTBYET
TexonamuHam

[uHamuka QTc Ha Ha- YanuHexue YKopo4eHue (Hop- 3Ha4nTenbHoe
rpy3ke ManbHas AuHaMnka) | yKopo4enue

A heKTUBHOCTb Tepa-
num bb

Bbicokas (>80%)

YMepeHHas (0kono
50%)

Huakas (HensBecTHa)

[uHamuka QTc npu npue-
me AAIT | knacca

Het

Het

YKopoyeHue

VYcranoBneHue (aktopon, npoBouupywmmux KT, ocodeHHO HeoOXonu-
MO Y MOJIOJBIX MTAIIMeHTOB, HE UMEIOIINX CTPYKTYPHOTO 3a00JIeBaHUST Cep/I-
112, TTOTOMY YTO ITO3BOJISIET MPEAIOJIOKUTh HATNINe TeHeTUUECKU T1eTePMU-
HupoBaHHoro 3aboneBaHus. ns KT, odycnosieHHblx LQTS 1-ro Tuna,
XapaKTepHa CBSI3b CUHKOITAJIBHBIX COCTOSIHMI C (DU3WYECKOI Harpy3Kou
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unu crpeccom (Wilde A.M., 1999). Pe3kuii 3ByKOBOI pa3apakuTeb SIBJsI-
€TCST XapaKTEPHBIM TPUTTEPHBIM (DAKTOPOM Pa3BUTHSI CUHKOTIE y TIAIIMEHTOB
¢ LQTS 2-ro tuma, a pucK CUHKOIIE, BHE3aITHO CMEPTU B IIOKOE UJIU BO Bpe-
MsI CHa 3HAYUTeJbHO BhIIe y mamreHToB ¢ LQTS 3-ro tTuna (Schwartz P.J.,
1997). Ilpu c6ope aHamHe3a 60JabHBIX ¢ cuHIApoMoM LQTS pekomeHayeTcst
ocob0oe BHUMaHUE YHEISITh IMPUHUMAEMbIM IALIMEHTOM JIEKAPCTBEHHBIM
rperiapatam, Tak kak rospieHne DKI'-marrepHa, XapakTepHOTO JIsT 9TUX
3a00JIeBaHUIA, MOXET ObITh CIIPOBOLIMPOBAHO MPUEMOM HEKapAUOJIOTMYe-
CKUX JieKapCTBeHHbIX cpeacTs (Schwartz P.J., 1993; Crotti L., 2011).

KimHuuyeckast muarHoCTMKa CMHIpPOMa OCHOBaHA Ha KPUTEPUSIX, BIIEP-
BbIe MpemioxeHHbIX B 1985 1. P. Schwartz u mepecMOTpeHHBIX aBTOPOM
B 1993 m 2011 rr. (Tabn. 2.7).

Ta6auna 2.7. [IlnarHocTIecKre KpUTEPUU, IIPUMEHsIEMbIe JIJIST TOCTAHOBKM TUArHO3a
LQTS, mpemnoxennsie J.P. Schwarz, B cootBeTcTBUM ¢ u3MeHeHusimu 2011 1.

Kputepui bannbl

OneKTpoKapAnorpachuieckne Kputepum:

0-Tc >480 mc

Q-Tc 460-470 MC (y XKEHLLNH)

Q-Tc 450 MC (y MYXX4uH)

KT T1na «nupyat»

AnbTepHaums 3yéua T

[iByrop6biit 3y6eL T Kak MUHUMYM B TPEX OTBELEHNAX
bpazukapamns HUxXe BO3PacTHON HOPMbI 0,5

—_ =N =N W

KnuHuyeckune kputepum:
06MOpOKN, NPOBOLMPYEMbIe (IU3NYECKON HArpy3KOM UK 3MOLMOHAbHBIM CTPECCOM 2
noTeps CO3HaHUs B NOKOe 1
BPOX[EHHAR ryxoTa 0,5

CeMmeiiHbIi aHaMHe3:
« ciiyyau peructpaummn LQTS B cembe 1
« CIly4an BHE3anHOI HeOObACHUMOI CMePTH B CeMbe 60/1bHOr0 B Bo3pacTe <30 net 0,5

CornacHo pekoMmeHaalusm O61iectBa cepaedyHoro putMma (Heart Rhythm
Society — HRS), EBpomneiickoit acconnainuu cepaeuroro putMma (European
Heart Rhythm Association — EHRA) u A3zuarcko-TuxookeaHcKoro ooiie-
ctBa cepaeuHoro putMa (Asia Pacific Heart Rhythm Society — APHRS),
2013, LQTS muarHoctupyeTcs: a) Mpu Haauyuu >3,5 Gata (1o 1iKaie
IIIBapiia) 1 OTCYTCTBMM BTOPUYHBIX MPUUMH yIJIUHEHUs uHTepBana Q—T;
0) Mpu HAJTMYUU OTIPEIEICHHON MaTOTeHETUIeCKONW MyTalluy OJTHOTO U3 Te-
HOB, OTBETCTBEHHBIX 32 Pa3BUTHE CUHIPOMA YIJTMHEHHOTO UHTepBaia Q—7T)
B) npu Hasmuuu Q— Tc (o opmyne bazerra) >500 mc Ha moBTopHBIX DK
Y OTCYTCTBUM BTOPUYHbBIX MPUYUH YUIMHEHUs uHTepBaia O—T.
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Pabouas rpymnna EBpomneiickoro obmiectBa kapauosioroB (European
Society of Cardiology, ESC) B 2015 r. npenjoxuia 1MarHocTUpoOBaTh 3a00-
JIeBaHUE MPY MEHBIIKX MTOPOroBbIX 3HaueHusix Q— Tc (>460 mc), uyto Gosee
1LeJiecoo0pa3HO, 0COOCHHO y AaCMMIITOMHBIX IALIMEHTOB IPU OTCYTCTBUU
ceMeifHOro aHaMHe3a JaHHOro 3aboseBaHus (Tadm. 2.8).
B 3aBucumoctu ot KiamHudeckoro BapuaHta tedyeHusi LQTS Boigensior
(IIxonpHukOBa M.A.):
1) cunkone + yminHenue untepsana Q— 7T (38%);
2) UM30JMpPOBaHHOE yAJUHEHUEe uHTepBaja Q— 7T 06e3 CUMHKOIIe B aHaMHe-
3e (40%);

3) CHHKOIIE IIPU OTCYTCTBUU yUIMHeHus1 unTepBaia Q—71 (11%);

4) ckpbiTas hopMa — «HEMOE», JIATEHTHOE TeYEHUE CMHIpPOMa — CUH-
KoIle U yiiiHeHne uHtepBana Q— T He peructpupytorcs (11%).

Taommma 2.8. Pekomenmpanun ESC (2015) nmo muarHoctuke LQTS (rmpu oTcyTcTBUUA
BTOPUYHBIX MPUUYUH TposioHrauuu Q—17)

PekomeHpauumn Knacc YpoBseHb

LQTS guarnoctupyercs: | C
» npu @-Tc >480 mc Ha NOBTOPHbIX 12-KaHanbHbIx IKT;
* 6Gannbl no wkane pucka LQTS >3

LQTS anarHocTupyetcs: C
* MPU NOATBEPXKAGHWN HANNYMA NATOrEHETUYECKMX MyTaLWii BHe 3a-
BUCMMOCTW OT NPOAOIKUTENbHOCTU Q-T

[Ouarno3 LQTS MoXeT 6bITb pacCMOTPEH: lla C
* npu Hanu4uu Q-Tc >460 mc Ha NOBTOPHbIX 12-kaHanbHbIx IKI
Yy NaLUEHTOB C CUHKOME HESICHOTO reHe3a Npi 0TCYTCTBUN BTOPUYHBIX
NPUYKH yanuHeHus Q-T

HecMmoTpst Ha BHyIIMTENIbHBIE YCIIEXU, JOCTUTHYTHIE B TOHUMAaHUK MeXa-
HU3MOB 3a00JIeBaHMS, Y BbIIEICHNE KIIMHUKO-3JIEKTPOKapAUOrpanIecKux
KpPUTEPUEB, BBISIBJICHUE TIALIMEHTOB, HECYIIIMX MYTalIMIO, BCE €IIIe TTPEeICTaB-
JISIET OIpeNeieHHbIe TPYIHOCTU. B 3HAUMTEIbHON CTETIEHM 3TO OOBSICHS-
eTCsl KIIMHUIECKUM MOJUMOP(PU3MOM U BO3MOXKHOCTBIO OECCUMIITOMHOIO
TeueHUs (oTcyrcTBUe cuHKoIe, O—Tc <440 mc Ha DKI moxkos). 3agacTyio
aHaJIM3 BJIEKTpoKapauorpapuyeckux M KIMHUYECKHUX OCOOEHHOCTEeH 3a-
0oJieBaHUsI HE TIO3BOJISIET TOCTOBEPHO MpeACKa3aTh TeHETUIECKUI BapUaHT
3a0osneBanusi. @eHoTumnbl pazTuyHbX TUIOB LQTS MoryT nmepekpbiBaThes,
YTO AUKTYET HEOOXOIMMOCTb MCIIOJIb30BAHUS MOJIEKYISIPHO-TEHETUYECKUX
METOJIOB.

Takum obpazoMm, moauMopbu3M KIMHUYECKUX MPOSIBIEHU 3ab0/eBa-
HUS JeaeT MpoodjJeMaTUIHBIM He TOJIbKO €ro CBOeBPEMEHHOE JTMarHOCTH-
poBaHue, HO W 3aTPYAHSET OLIEHKY cTereHn pucka pazsutusi BCC, uro sB-
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JISIETCS KJIIOUEBBIM MOMEHTOM B OIIPEeACICHUM TaKTUKU BeAeHUsI 00JIbHOTO
1 HeobxoaumocTu umrantanu MK/,

OueHuTsh puck pa3putvs BCC B KaXXIoM KOHKPETHOM Cllydae IOMOraroT
He3aBUCUMBIC HeOJIaronpusTHbIe (DeHOTUIIMYCCKUE TIPEeAUKTOPEI. [lepBhie
NpeAuKTOpbl ObLIU BbiAeAeHBI B 1993 r. OCHOBOMOJOXHUKOM HU3yUYEHUSI
cuHApoMa UTalbsHCKUM duszunonorom Ilerepom IllBapuem (P. Schwartz)
1 BKJTIOYAJIM B ce0sI CUHKOITE B aHaMHe3¢, KCHCKUI TToJ U JOKYMEHTHPO-
BaHHBIe 3130161 DK/ 2KT.

B nanpHeitieM OBLIN BBIIEICHBI JOTIOJTHUTEIbHBIC (haKTOphI prcka BCC:

e nosiutornHblie U paHHue KOC (IV u V rpagauuu o JlayHy);

e ynuHeHue nHTepBana Q— 7 6omnee 440 Mmc;

e O—Tc 6onbire 460 mc (Moss A., Schwartz P., 1987);

e anbrepHanus 3yona T (Mitsutake, 1981);

e O—Tc 6ompmie 500 mc (Priori et al., 2003);

® PUTMIHOCTD LIMPKAJTHOIO PUTMA;

e cunycoBas opagukapaus (LllkomsHnkoBa M.A., 2001);

® CEMEWHBIN aHAMHE3 BHE3aITHOW CMEPTH;

e AB-6nokana 2:1;

e LQTS3-renorun (Priori et al., 2003).

B 2003 r. CunbBus Ilpuopu (S. Priori) npenjioxkuna HOBBIN MOIXOM
K cTpaTu(UKAIIUM pHCKa TpeX HauboJjee pacIpoCTpaHEHHBIX THITOB (Ma-
KopHbIX opMm) LQTS Ha ocHOBaHUM ABYX MPOCTHIX KIMHUYECKUX XapaKTe-
PUCTHUK: TT0J1a ¥ BenunHbl Q— Tc (Tabi. 2.9).

Ta6mma 2.9. Crpatudukamnus $hakTopoB pricKa BHE3AITHOW CEpPAeYHON CMEpPTH IS
nanueHToB ¢ LQTS1, LQTS2 n LQTS3 (Priori et al., 2003, NEJM)

QTec, Il oTB. 3Kl MonekynsipHo-reHeTH4ecKuit

Puex BCC B NoKoe BapuaHT 3a6onesanus flon
Bbicokuii >500 mc LQTSH M/X
LQTS2 M/

LQTS3 M

CpegHuii > nnn <500 mc LQTS3 X

<500 mc LQTS3 M

LQTS2 X

Huskuii <500 mc LQTS2 M
LQTSH MK

OnHako, YIMTBIBask BCe Bo3pacTarollee KOJIMISCTBO TeHETUYECKU JIeTep-
MMHUPOBAHHBIX (DOPM CHHIPOMa, MHOTYE BOIIPOCHI OPraHU3allii ¥ TaKTH-
KU JIEYEHHUSI, CITOCOOHOT0 3(h(PEKTUBHO 3alUTUTh IMALIMEHTA OT Pa3BUTHUS
BCC, ocratorcst cioxKHBIMU 1 TPeOYIOT JajibHeiilero paspeeHusi. Ocoobie
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TPYAHOCTU TPEICTaBISICT BBISIBICHUE IMALlUEHTOB C OECCUMITOMHBIM Te-
yeHMeM 3a00JieBaHUS, KOTOPbIE HE MMEIOT TUIMMYHBIX KJIMHUKO-3JIEKTPO-
Kapauorpacu4ecKrux CUMIITOMOB M CUMUTAIOTCS MPAKTUUYECKU 3M0POBBIMU.
Oxkoso 1/3 nmaunentoB ¢ LQTS1, 6osee mojoBuHbl ¢ heHoTrunom LQTS2
u 82% ¢ dpenorunnom LQTS3 maurtenbHOe BpeMsl OCTalOTCsS OSCCUMITOM-
HbIMU. OCOOEHHO BaXKHO TO, 4TO Yy 6% 4JIeHOB CeMbU ITPOOaH/Ia, HECYIIETO
myTauuio B reHax LQOTS, KoTopble HE UMEIOT TUITMYHBIX KIMHUKO-3JIEKTPO-
Kapauorpacu4ecKrux CUMIITOMOB U CUMTAIOTCSI MPAKTUUECKU 310POBBIMU,
cyuiectByeT puck BCC, yTo TpeOyeT reHOTUTIMPOBAaHUSI BCEX YJICHOB CEMbH
npobaHga s MACHTU(GUKAUMU OECCUMMIITOMHBIX HOCUTEIE MyTaluii
B reHax LQTS. B ocHoBe 0eCCMMNTOMHOIO T€YEHUSI U1 HOPMaJbHOU MPO-
NoJKUTeabHOCTU MHTepBana Q—7 Ha DKI', a Takxke BO3MOXHOCTU TEUEHUS
3a00JIeBaHUS C JUTUTEIbHBIMU MEXKITPUCTYITHBIMU TTEPUOJAMMU JICKHUT HETTO0I-
Hasl IEHEeTPAHTHOCTb MyTallUiA.

bosnee monoBHMHBI MalMEHTOB MpPY OTCYTCTBUM aAeKBAaTHOIO JICUCHUS
YMUPAIOT A0 AOCTHXKeHUs Bo3pacTta 15 ner. Puck paszsutus BCC Haubomee
BBICOK y JIMII MOJIOIOIO BO3pacTa, OCOOEHHO Yy AeTell, B MOMEHT aebloTa
aputMuu. JletanbHOCTh B caydasx HeleueHbIXx (opM LQTS cocraBnsier
0ko0J10 20% B NepBblii o MOCJIe IIEPBOIo IMPUCTYIIA IIOTEPU CO3HAHUS U 10~
crturaeT BeJMYMHBI Oosee 50% K KoHly 5-ro roga. IlocTosHHBINM mpuem
B-agpeHoOJOKATOPOB sBIsIETCST OCHOBOI JieueHus LQTS, Bkiouast moj-
TBEPXKIESHHBIX OECCUMITTOMHBIX HOCUTEIEH MyTallMU, 1axKe MPU OTCYTCTBUU
y Hux Ha OKI ymiuHeHus wuHTepBasioB O—7/0—Tc (3a HUCKIIOYEHUEM
a0COJIIOTHBIX MPOTUMBOMOKA3aHUI K MpueMy IipernapaToB, HallpUMeEp Ts-
JKEJIOTO TeyeHUsl OpOHXMAJbHOM acTMbl). beccMMNTOMHOE HOCUTENILCTBO
MaTOTEHHBIX MyTallMii COMPSIKEHO C YMEPEHHBIM PUCKOM CepASYHbIX COObI-
tnii, ~10% ot poxnenust u 10 40 JIeT; B TaKMX CIyYasix CICAYeT paCCMOTPETh
Tepanuo (-agpeHobiokaTopamu (Goldenberg 1., 2011). Bribop jekap-
CTBEHHOTO Mpenapara, moadop ero mo3bl U OMpenejeHue pexxuma mpueMa
OCYIIECTBJISIIOTCS MHAWBUAYaIbHO. MI3BECTHO, YTO y MALIMEHTOB, KOTOPHIM
ajgekBaTHO nogoopana Tepanusi, puck BCC cHmxaetcst 1o 4% 3a Takoil xe
nepuona BpeMeHU. B KauecTBe KpUTepusl, yKa3bIBAIOLIEIO HA MOTEHIIMATb-
HY10 3(b(peKTUBHOCTD IIAHUPYEMOTO 10JTOCPOYHOTO JICUCHHS, TTPEIJIOKEHO
yMeHbllIeHUe MIuTeabHOCTU uHTepBaia O—Tc Ha 40 mMc 1 Gosee mocJe 1e-
popanbHoro npueMa AAII I kitacca. CornacHo mocjieIHUM UCCIeI0BAHUSIM,
HEKOTOpbIe 0J0KAaTOPbl HATPUEBBIX KaHAJIOB, IJIABHBIM 00pa3oM MeKCHuJe-
tuH (Kiacc IB) u dnekaunnn® (Knacc IC), B 3HAUUTENIBHOM CTEMEHU T10-
JaBJISIOT KaK HaTPUEBBIN TOK OBICTPOi AETOSIpU3allii, TaK U MO3IHUN pe-
MOJISIPU3YIONINI KOMIIOHEHT HaTpueBoro Toka (Moss A.J., 2005; Zareba W.,
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2008). braromapst Takomy 3(deKTy 3T MpernapaThbl CIIOCOOHBI YKOPAYMBaTh
nHtepBan Q—T y namueHToB ¢ LQTS 3-ro Tuma, mpuymMHOi KOTOPOTO SIB-
JISIIOTCSI MYTALIMK, CIIOCOOCTBYIOIIME YCUJICHUIO IO3AHEr0 HATPUEBOIO TOKA
(Belardinelli L., 2015). Takum 06pa3oM, MEKCUIICTUH U (pIeKaUHUA® MOTYT
OBITh UCTTOJIb30BaHBI 151 yKopoueHust uHTepBana O— 7'y nauueHtoB ¢ LQTS3.
BwMmecTte ¢ Tem npyrue 6J0KaTOpbl HATPUEBBIX KAaHAJIOB, HAPUMEP XUHUAUH
u nu3onupamun (Knace [A), 610KUpyIOT TakKe U OBICTPHIE KOMIIOHEHT Kajiu-
€BOr'0o TOKa 3a/1ePXKaHHOTO BHIMPSIMIICHUSI (OMHOTO U3 TOKOB PEIOISIPU3ALIUN),
yauHSAg TeM caMbiM uHTepBana O—7T. [Toatomy onacHo ucnojb3oBaTh AAITI
IA knacca y naumeHToB ¢ HacneacTBeHHbIM LQTS. Takum obpa3om, Ha Te-
KYILIMI MOMEHT B Ka4eCTBE NOMOJHUTEIbHON Tepariu C LIEIbI0 YMEHbILICHUS
nauteabHocTy uHTepBana Q—7T y nmauueHtoB ¢ LQTS3 u yBenuueHnem Q—
Tc >500 mc nokazaHa 3¢(HeKTUBHOCTb TOJIbKO TaKMX 0JJ0KATOPOB HATPUEBBIX
KaHaJIOB, KaK MEKCWJICTHH, (iaekanHua® wim paHonasuH (B PO 3apeructpu-
pOBaH 11011 TOproBbIM Ha3BaHueM Panekca* Berlin-Chemie/Menarini).

OnHako okoyio 20% OOJbHBIX PE3UCTEHTHBI K Teparuy MaKCHMaJIbHO
JIOMYCTUMBIMM 03aMU [3-aapeHOo0J0KATOpOB. Y IPyroil 4acTu MalydeHTOB
IpUEM aicKBaTHBIX 103 aHTUAPUTMUYECKOI TepaIriiy COIIPOBOXKIAETCS Opa-
IUAPUTMUSIMU BILJIOTH 10 Pa3BUTHS MOJHON MOMepeyHoi 0JIoKaabl cepala.
Boicokass cMepTHOCTb OOMBHBIX B YCIOBUSIX HEAOCTATOUYHON 3(h(PEeKTUBHO-
cti (papMakKoTepanuu CTUMYIUMPYET MOMCK ApYyTrux 3G GEKTUBHBIX METOI0B
JICYCHUsI, B TOM YKCJIE U XUPYPTUUECKUX.

YuuteiBas OpanguszaBucumblii xapakTep KT TUma nupysT U poib MOCT-
BKCTPACUCTOIMYECKON May3bl, BO3HUKAIOLIEH Mepel pa3BUTHeM (heHoMe-
Ha Kackaza, IpeallecTBYIONIEro (aTajabHOM apUTMUU, MPEIIOXKEHO HUC-
I10JIb30BaHue (DU3MOJIOTMYECKOIO pPEeXMMa 3JIEKTPOKAPAUOCTUMYJISILIUY,
CIOCOOHOT0 MpPEeaOTBPaTUThL pa3BuTHE Opamuaputmuii. [TokazaHo, 4TO
UMIUIaHTaLMS dJIeKTpoKapauoctumysitopa (DK C) nmpegoTBpaiiiaet naysbl
n SLS-nocnenoBaTeIbHOCTb, COKpalllaeT IJIUTEIbLHOCTh Penojspu3aliiu
U YMeHbIIaeT Aucriepcuio uHrepnaia Q—7.

st malMeHToB, MePeXKUBIIUX OCTAHOBKY CEp/lia, XapaKTepeH BbICOKUIA
PUCK TTOBTOPHOM OCTaHOBKM Cepilia, Aaxe Ha (oHe Tepanuu [3-aapeHo-
osokaTopamu (14% B TeyeHue S jieT Ha (DOHE TepaIu), B CBSI3U C UeM TAKUM
nanveHtam nokaszaH MKJ. Mmmnantauus MKl He uzbaBiasieTr 60JbHOIO
¢ LQTS or HeoOxomuMocTH TpueMa [-aapeHOO0J0KATOPOB M HE JIOJIKHA
paccMaTpuBaThCs B KAYECTBE ajbTePHATUBbI KOHCEPBATUBHON MeIMKaMEH-
TO3HOI1 Tepalyu B TAaKUX CIIydasix.

YV cumnromubix mauueHToB ¢ LQTS 0e3 ocTaHOBKM cepilla B aHaMHe3e
npoBoauTh uMianTauuo MK s npodpunakruku BCC pekomeHayeTcs
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TOJIBKO MOCJe OLEHKU 3(pdeKTuBHOCTU B-O0J0KUpYIOLIEH Tepanuu, T.e.
B TeX CJIyyasix, KOria CUMITOMBI Ha (hOHE Teparuu COXPaHSIIOTCS.
K npodunaktuueckomy npumeHenuto MKJI caenyet nmoaxoauTb MHAU-
BUAYaJIbHO Y BCEX MALlMEHTOB I'PYMIIbl BHICOKOIO PUCKa, B YACTHOCTH Y KEH-
mwuH ¢ reHotunoM LQT2 u Q—Tc >500 mc, y mauueHToB ¢ Q—Tc >500 mc
U TIpU3HAKaMU 3JIEKTPUUECKOI HECTaOMIbHOCTU MUOKapaa (COXpaHsIoIasi-
cs1 Ha (poHe TIpueMa [3-aapeHo0J0KaTopoB ajabTepHalus 3yoLoB 7' Ha DKI),
a TakXkKe Yy MallMeHTOB C FeHeTUYECKHUM MpoduaeM BBICOKOIO pucKa (HO-
CUTEJILCTBO OBYX MyTallMii, B TOM 4ucie cuHiapoM JIxxeppemna—JlaHre-
Hunbwcena u cuHapom TumoTu, oOHapyXKeHUE TeHETUUYSCKUX MyTalluii,
COIIPSEKEHHBIX ¢ 6oJiee BbICOKMM puckoM 2KT/®D2K n BCC). MmiaHTanuio
WK pekoMeHIOBaHO pacCMOTPETb B AOMOJHEHHWE K MEAUKAMEHTO3HOM
Tepanuu y aCUMIOTOMHBIX HOCUTEJEeH MaTOJIOTMYECKON MyTallMd B TeHax
KCNH2 vunu SCN5A nipu yBenuyenun Q—Tc >500 mc.
K BbIMOJIHEHUIO TPYAHOI JTEBOCTOPOHHEH CUMMIATUYECKOW AeHEepBallUU
cepaua y naureHToB ¢ LQTS u cumntomubiMu KT /DK npuberaior B ciie-
NYIOLIUX CIIydasix:
a) npueMm [-agpeHo0J0KaTOpOoB Hea(h(GEKTUBEH, IUIOXO MEPEHOCUTCS
JINO0 UMEIOTCS MPOTUBOIIOKA3aAHMS,;

0) MK]JI-Tepanus npoTUBONOKa3aHa WM UMEETCSl OTKa3 MallMeHTa;

B) mamueHTel ¢ MK/ Ha ¢oHe mpueMa [-aapeHOOJI0KATOPOB MPO-
JOJKAIOT MCHBIThIBAaTh MHOXECTBEHHbIE pa3psiabl AeduoOpuisiTopa
(Schwartz P.J., 2004; Schwartz P.J., Spazzolini C., Priori S.G, 2010).

Cunppom bpyrapa

Bricokum pruckom pasputuss BCC otnmuaercss cuaapom bpyrama — 3a-
OoJsieBaHMe, KITIOYEBHIM 3BEHOM B TeHe3e >ku3Heyrpoxatomux KA Ko-
TOPOTO SIBJISICTCS BBIpaXKCHHAST OHMCIIEPCUS XapaKTepHCTUK ITapaMeTpoOB
pedpakrepHocTH B MMOKapiae XeiymnoukoB. CunHapom bpyrama smisiercs
JIOCTaTOYHO MOJIOJOM HO30JIOTME B COBpeMEHHOI MenuuuHe. BriepBbie
oxapaktepu3oBaH B 1992 r. ucnanckumu kapauojioramu Ileapo bpyramoit
n JIxxo3zedoMm bpyramoit Kak KIMHUKO-3JIEKTPOKAPINOTpapUUIEeCKUA CHM-
MITOMOKOMITJIEKC, TIPOSIBIISIOMMICS OJI0KaIoi MpaBoii HOXKM mydka ['uca,
TIOCTOSTHHBIM TIOBBITIIEHUEM cerMeHTa S7 B MpaBBIX TPYIHBIX OTBEHCHUSIX
n BCC. YacTtoTa cmHapoma bpyrama y B3poCIbIX COCTABIISICT ITIPUOITU3UTEI -
Ho 0,05—0,60%, a cpegHMii BO3pacT MPU yCTAaHOBJIEHUH auartHo3a — 41 rof.
PacmipoctpanenHocTs Hke B CeBepHolt m FOxHoit Amepuke m EBpore
" BBIIIe B A3un, ocobeHHO B cTpaHax HOro-BocrouHoii A3um, Takmx Kak
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Tawnann n Ouiaunnubel. [IprMedaTe bHO, YTO NMPU3HAKK OPraHUYECKOM
IaTOJIOFMY MMOKAap/a Ipyu 3TOM 3a00JIeBaHUM, KaK W BO BCell IPyIIle KaHa-
Jnonatuii, orcyTcTBYIOT (Antzelevitch C., 2005; Wilde A.A., Antzelevitch C.,
2002; Brugada P., Brugada J., 1992).

OnuH u3 hyHIaMEHTaJIbHBIX MEXaHM3MOB BO3HUKHOBEHUS apUTMUN —
BO3HUKHOBEHHE LUPKYJIUPYIOIIEH BOJHBI 3JEKTPUUYECKOrO MMIIYJbCa,
WM pUEHTpU (re-entry). JIas1 BOSHUKHOBEHHUS U TIOANEP>KAHUSL BOJIHBI
pUEHTpU TpeOdyeTcsl Haauuue cyocTtpara — MOP(MOJIOTUYECKOrO WUJIU DJIeK-
Tpuyeckoro. BojiHa prMeHTpU MOXET BO3HMKATh M LIMPKYJIMPOBATb BOKPYT
AHATOMMYECKOTO IMPEISTCTBYS HOPMAaJbHOIO IIyTU MMILyJibca (Harpumep,
MOCTUH(APKTHOro pydla uind odaroB (UOPO3HO-XKUPOBOIO 3aMeleHUS
MMOKap/a) MO0 B yuacTKax MMOKap/a C BhIpaXKeHHbBIM 3JIEKTPUYECKKUM Ipa-
nuveHToM. MoHHBIe KaHaJIbl OOHApPYKMBAIOT Pa3Hblii YPOBEHb 3KCIIPECCUU
B pa3JIMUHBIX ydyacTKaXx MMOKapaa B HOpME M IIpu Iarosoruu. Takum o0-
pa3oM, TeHeTUYECKU OOYCIIOBJIeHHAsI TUC(HYHKIMS MOHHBIX KAHAJIOB IIPH-
BOAUT K IPOCTPAHCTBEHHOI BapuadeJIbHOCTH HapYIICHUI BO30YIMMOCTH
MMOKapa.

3aboJyieBaHUEe HACJEAyeTCs 110 ayTOCOMHO-JIOMWHAHTHOMY THILY, P
ATOM XapaKTepHa HeloJIHAs IEHEeTPAHTHOCTh FeHETUYECKMX U3MEHEHMIA.

[TepBoe reHeTHUYECKOE U3MEHEHKE, KOTOPOE CBSA3aJIU C Pa3BUTUEM CHUH-
npoma bpyrana, 6buto o6HapyxkeHO B reHe SCNSA. DTOT reH Obl BbISIB-
JIEH ¢ MOMOIIBIO TMOJAX0Aa «I€H-KaHAuAAaT» Iocje MPU3HAHMSI CUHIpOMa
bpyrana HacneactBeHHBIM 3a0osneBaHueM. ['eH SCNS5A xogupyeT CUHTE3
CEepACUYHOI O-CYObCAMHULIbI IMOTEHIMAI3aBUCMMOIO HATPUEBOIO KaHaja
Navl.5. Takxke 3TOT KaHaJl obecrieunBaeT MO3AHUI BXOIMIIWI HaTpue-
Bblil TOK (/y,;), KOTODBIA BIUAET Ha PETONAPU3ALMIO U PEPPAKTEPHOCTD.
DnekTpodusnonorndeckuii apdext myrauuii B reHe SCNSA 1ipu CUHIPO-
Me bpyrama npotuBonosioxeH addekTtamM MyTalyil, TPUBOISIINX K pa3-
Butuio LQTS3. Cungpom bpyrama pasBuBaercsi B pe3ysibTaTe CHUXKEHUS
CYMMapHOTO HaTPUEBOTrO TOKa [y, ;s Yepe3 MOHHbIA KaHal. DddekT loss
of function (CHYXeHHE (DYHKIIMM) MOXET pa3BUBATbCS IIyTEM YCKOPEH-
HOM MHAKTMBALIMM KaHaja, 110 MEeXaHU3My TalUIOHEIOCTATOYHOCTU W T.H.
DTO OCHOBOIIOJAralolIee OTKPBLITUE 00ECIeUnIO KPUTUIECKOE ITOHMMAaHUE
MeXaHu3Ma CMHApoMa bpyrana v BbLIENWIO CHUXEHME TIOTHOCTH [, Kak
KpaeyroyibHblii KaMeHb MaTO(MU3UOIOTUM, JIEXKAIIU B OCHOBE 3TOrO CO-
crosgHus. C moMeHTa uaeHTUukanuu reHa SCNS5A B KauecTBe MEpBOTO
TeHETUYECKOTro BUHOBHMKA ObLIO BBISIBIEHO Oosiee 450 maToreHHbIX Bapu-
aHTOB B 24 reHax, OTBETCTBEHHBIX 3a pa3BuTHe cuHapoma bpyrama (ABCCY,
CACNAIC, CACNA2D1, CACNB2, FGF12, GPDIL, HCN4, HEY2, KCND2,
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KCND3, KCNE3, KCNE5, KCNH2, KCNJ8, PKP2, RANGRF, SCN10A,
SCNI1B, SCN2B, SCN3B, SCN5A, SEMA3A, SLMAP v TRPM4). OngHako
ToIbKO 1Ba U3 HUX (SCN5A u CACN1Ac) BcTpeualoTes ¢ 4acToToit >5% cpe-
M BCEX MOTEHIIMAIbHO-TTO3UTUBHBIX TeHOTUIIOB (Tab. 2.10).
BoNbIIMHCTBO T€HOB KOAUPYIOT CepleyHble MOHHbIE KaHajibl (HaTpue-
BbI€, KaJMeBbIC U KaJblLIMEBbIC), ydyacTBYyIoLIME B popmupoBaHuu I1/1 B Muo-
Kape, 4To MO3BOJISIeT paccCMaTpuBaTh CUHAPOM bpyraga Kak BpOXIEHHYIO
MOHHYIO KaHAJIONATUIO C ayTOCOMHO-JIOMMHAHTHBIM TUIIOM HAaclIeA0BaHUS
(Ackerman M.J., 2011). OcranbHble TeHbl KOOUPYIOT OEJIKU, KOTOPHbIC, XOTS
U HE SIBJISIIOTCS KOMIIOHEHTAaMM MOHHBIX KaHaJIOB, HEIOCPEICTBEHHO BO-
BJIEUEHHBIX B cepaeuHblii 1/, ObuiM nmpenyiokeHbl B Ka4eCTBe YYaCTHUKOB
MPpeApacHoioXXeHHOCTU JIIoAei K cuHIpoMy bpyraga, Tak Kak BBICTYIAIOT
BTOPUYHBIMU MOAYJIITOPAMU OJHOIO U3 MOHHBIX TOKOB, OIMCAHHbIX BHILIIE.
IMpubnusurensHo y 20—25% nauueHTOB ¢ cHMHApoMoM bpyrama aua-
THOCTUPYIOTCSI MaToreHHble MyTauuu B reHe SCNSA. OnHakKo M3BECTHbIC
TeHbl, IpeapacIiojararoliue K cCuHapomy bpyraga, MoryT o0bsICHUTh TOJIBKO
30—35% KIMHUYECKM AMArHOCTMPOBAHHBIX CJIy4aeB, YTO yKa3bIBaeT Ha TO,
4yto 65—70% malueHToB ¢ CMHAPOMOM bpyraga ocTaroTcsl FeHeTUYeCKM He-
pasragaHHbIiMU. OxoJio 10 neT Hazax ObUIM UAEHTU(DULIMPOBAHBI MyTALUU
B reHe GPDIL, xonupyioleM 0eJoK riauiepos-3-¢gochaT-nmogooHyIo 1eru-
JIporeHasy- 1, KOTOPbIil MOXKET BJIMSITh Ha TPAHCIIOPT CEPACYHOrO HATPUEBOTO
KaHaJla K KJICTOYHOI ITOBEPXHOCTU M PEryJIMpOBaTh CEpACUHbIM HATPUEBbIIA
TOK, HO CBsI3aH TOJIbKO C HEOOJIBIIMM YHCJIOM CllydaeB cuHIpoma bpyrana
(Shy D., Gillet L., Abriel H. 2013). BaxkHo 0TMeTUTb, 4TO, 3a UCKJIIOUE-
HueM SCNS5A n GPDIL, GOABLIMHCTBO IeHOB ObLIM MAEHTU(DULIMPOBAHDI
TOJILKO Y OTIEIbHBIX IALIMEHTOB, Y HECKOJIbKMX HEPOJICTBEHHBIX ITAllMEHTOB
WINA B HEOOJIbIINX CEMbSIX C TIOMOIIbIO aHAIM3a TEHOB-KAHIUIATOB U MOI'YT
OBbITh 0XapaKTEePU30BaHbI CKOPee KaK BapUaHThl BOCHPUMMYMBOCTU K 0O-
JIE3HM, a He MyTallMM, BbI3biBaloliue cuHapoM bpyrama. CiemoBaTellbHO,
HEeOOXOIMMBI JaJIbHEHIIINE UCCIeIOBAaHMS, IIPEXIE YeM I'eHbI OYIyT BOBIICYE-
HbI B IIaTOreHe3 cuHIpoMa bpyraga v Bo n3dexkaHue JI0KHOIOJIOXUTEIbHbIX
COOOLIEHMIT O MPUYMHHO-CICACTBEHHOM CBSI3U B KOHTEKCTE TEHETUYECKOIO
KOHCYJIbTUpOBaHUs. [103TOMY COBpeMeHHbIE KIMHUYECKUE PYKOBOICTBA
u Tekyire pekomeHaauuu ESC no neuenuto KA u npodunakruke BCC pe-
KOMEHJIYIOT TOJIbKO reHeTnueckuit aHanua reHa SCNSA. Tlocie nosBaeHust
CEKBEHUPOBAHMSI «HOBOTO IOKOJICHMS» (AHIJN. hext-generation Sequencing,
NGS) u mocienyroliero co3gaHus OOJbIINX MOMYJISLIUOHHBIX KOIOPT
5K30Ma M I'€HOMa CTajJl0 OYEBMIHO, YTO OOLIAasi PaCIpPOCTPAaHEHHOCTb MY-
TalMii, CBSI3aHHBIX C CMHAPOMOM bpyrana, B 9TUX OOMOJHUTEIbHBIX TeHAX
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HAMHOTO BBIIIIE, YeM OXUAAIOCH JJISI BBICOKONIEHETPAHTHBIX MOHOTEHHBIX
BMHOBHUKOB. [IpuMeuaTenbHo, uTO B pamKax npoekTa «Grand Opportunity»
10 CeKBEHMpPOBaHUIO 3K30Ma (aHrI. Exome Sequencing Project, ESP), npo-
BeAeHHOro HauuoHalbHBIM MHCTUTYTOM cepiua, Jerkux u kposu CIITA
(anrn. National Heart, Lung, and Blood Institute’s, NHLBI), y kaxmnoro
13 23 yeaoBeK ObLJ1 OOHAPYXKEH TeHETUYECKU I BapUaHT, KJacCU(pULIMPOBaH-
HBbIIA KaK IMaTOreHHBII 11 CuHApoMa bpyrana. DTy naHHbIE ITOAYEPKUBAIOT,
YTO BBISIBJICHHbIC T€HETUYECKUE BapMaHThl MOTYT IIpeApacrojiarath OIpe-
JIeJICHHBIX JIIOIei K cuHApoMmy bpyrama; TeM He MeHee JOIOJHUTEIIbHBIC
TFeHETUYECKME WIIM 9K30T€HHbIC BIMSIHUS, BEPOSTHO, HEOOXOMMMBI [UIS1 pa3-
BUTUS (DEHOTHUIIA.

B kauecTBe MOMOJHMUTEIbHOM MOAAEPXKKM IIpoliecca MOJUIEHHOro 3a-
0oJieBaHUsI B paMKax ITOJTHOT€HOMHOTI'O TIOMCKa accolalvii (aHLJL. genome-
wide association studies, GWA study, GWAS) Obln BBISIBJCHBI TPU OIHO-
HYKJIEOTUIHBIX moaumopdusma BOau3u reHoB SCNSA, SCNI10A w HEY2,
KOTOpPBIEC CBSI3aHbI C MOBBIIICHHBIM PUCKOM Pa3BUTHS 3TOTO 3a00JIeBaHUsI.
WMHTepecHO, YTO OTHOILIECHUS IIAHCOB JUIS 9TUX BapUAHTOB, BapbUPYIOIIUE
ot 1,58 1o 2,55, cornacytorcst ¢ mpeAcTaBIeHUEM O TOM, YTO XOTsI BAPUAHTHI
U TIIpepacIiojiaraloT K CMHapomy bpyrana, Ho MX M30JIMPOBaHHOTO BIUSTHUS
HEIOCTATOYHO, YTOOBI BbI3BaTh (DEHOTUI 3a0oJieBaHUs. BriojiHe BeposiTHO,
yTO pa3BuTHUE (peHoTUna cuHapoma bpyrama 3aBUCUT OT KOMOMHALIMU 00-
IIUX U PEIKUX BapUMaHTOB, YUUTbIBAsl CJIOXKHbIC MAaTTEPHbI HACIEAOBaHUS,
HaOJIogaeMble B KJIMHUYECKOM KapTUHE, M CJIOXHBIM XapaKTep OTKPbI-
THSI TEHOB.

OCHOBHO#1 3JIEKTPO(GU3UOJIOTMYECKUIT CYyOCTpaT, KOTOPBI BbI3bIBa-
eT aHoMmaibHylo KapTuHy OKI m 2KT/®XK y manueHTOB ¢ CHHIPOMOM
bpyrana, nokanusyercsl B BHIBOOIHOM TpakTe MpaBoro xenynouka (BTTIXK).
OHAaKO KOHCEHCYC B OTHOIIEHUM OCHOBHOIO 3JIEKTPOGU3UOIOTNYECKOrO
MeXaHM3Ma, KOTOPbIii BhI3bIBACT KJIIMHNYECKYIO KAPTUHY 3a00JIeBaHMsI, [IOKA
HE JOCTUTHYT. JIMCKYyTUPYETCSI HECKOJIbKO TEOPUIA O TOM, YTO 3JIEKTPO-
(busmosornyecKkmnii MexaHu3M SIBJISIETCS PACCTPOMCTBOM ACIOJISIPU3ALIUU,
PacCTPOMCTBOM PEIOJISIpU3ALUMA WIM U TEM U IPYTHUM.

l'unore3a aHOMaJIbHOI PEMOJISIpU3ALIMU CUUTAET, YTO APUTMOTECHHbIM
cyOCTpaT pa3BUBaeTCs BTOPUYHO IO OTHOLIEHUIO K ITaTOJIOrMYeCKOMY CHU-
JKEHUMIO CYMMapHOT'O BXOASLIETO HATPUEBOTO TOKA /y,, YBEINYEHUIO TPaH-
3UTOPHOTO UCXOASALIETO TOKa [, unu K 06ouM. OcHOBHas (DU3UONTOTHYECKAT
POJIb BXOASIIEr0 HATPUEBOIO TOKA — OBICTpast ACHOJIIpU3alius MeMOpaHbl
u 3amnyck I1JI. CornmacHo 370 rumnorese, Mpu HapylIeHUU HOPMalbHON pa-
0GOTHI HATPUEBBIX KAHAJIOB HAPYILIAIOTCI TAaKXKe MPOLECChl PEIOIIpU3aliiu,
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4TO CJIYXKUT KJIIOUEeBBIM 3B€HOM B T'eHe3e psina aput™Muii. HatpueBbie KaHaslbl
OBICTPO MHAKTUBUPYIOTCS, 3a 3TO BPpeMsI OHM MHULMUPYIOT 1ato-dasy 1]
U MOIEPXKMBAIOT €€ HECKOJIbKO MUJUIMCEKYH, B T€YEHME KOTOPBIX Cpa-
OaThIBAIOT KanueBble KaHaubl. Kananel, popmupyoomye Kaiuesblii Tox 7, ,
OJTHOBPEMEHHO AaKTUBUPYIOTCSI U IPOTMBOACHCTBYIOT pPEIOJIIpU3aliu
(B HOpMe 00Opa3sys «3amageHue» Ha Kpuboii I1/1). Takum obOpa3om, paHHee
IUIATO MPEACTAaBISIET COOOI pe3y/abTaT MPOTUBOIIOJIOXKHBIX ICMOJISIPU3YI0-
LIMX U PETIONSAPUBYIOILUX BIMAHUIA CO CTOPOHBI HATPUEBBIX TOKOB U TOKa /.
CHMXEHME TUIOTHOCTU HAaTPUEBBIX KAHAJIOB 10 OTHOIICHUIO K 3HAYMTE/Ib-
HOW TUIOTHOCTU [,, WM YCKOPEHHAs MHAKTUBALMs HAaTPUEBBIX KaHAJIOB
MOXKET BECTH K IIPEXKIEBPEMEHHOM PENOJIIpU3ALIMY U CIIUIIKOM KOPOTKOMY
II1 B kneTkax smuKapia NpeuMYIIECTBEHHO TpaBoro xkeaymouka (IT2K),
Toraa Kak B aHaokapae IT2K penosnspusanysi BHyTpEHHUX CI0EB MEMOpaHbI
IpoTeKaeT HopMajibHO. Tak co3maercs TpaHCMypasibHasl AUCIIEPCUS PEro-
JIIpU3aluy, T.e. CyO9HIOKapAMaIbHbIC OTIEIbl UMEIOT OOJIBIIYIO JUIMTE/Ib-
HocTb I1/] mo cpaBHeHUIO ¢ cyOanuKapauanbHbIMU oTaeaamMu BTTIK.

BosHukimuit rpagMeHT BOJbTaXKHBIX 3HAaYeHUI B pa3Hbix caosix BTTIK
B HayvaJjie pernojsgpusainuu orpaxkaercs Ha DKI' B Buge noabema cermeHTa S7°
(Kurita T., Shimizu W., 2002). XapaktepHble U3MEHEHUS B IIPaBbIX IPYIHBIX
otseneHuAx (V,—V,) orpaxalor 60j1ee 3HaUMMOE YKOPOYEHHE JITUTEIbHOCTU
(as3bl penoasipu3aluy B cyosnukapauanbHoM ciaoe Muokapaa 12K mo cpas-
HEHMIO C JIEBBIM, YTO OOBACHAETCA MEHBIIUM BKJIaloM Toka [, B (hopMupo-
BaHue I1/1 mocaenHero.

HanbHeiiniee cmewmenue Gananca mexny [y, u I, B CTOpOHY TIpeo0-
JIalaHus BBIXOASIIMX TOKOB MOXKET PerHoJisipu30BaTh MEMOpaHy BO BpeMsi
I dassl [T/ HUXKe nuana3zoHa HaNpsiKEHUH 11 aKTUBALIMK KaJdbLIMeBbIX Ka-
Hanos L-tuna (/,_,). Korna I, , ne akrusupyercs, I1J1 B snukapae ITXK
TepsieT cBoe 1ato (Kyroh) B II ¢da3sy, B To BpeMsl Kak B 9HIOKapIe pero-
JIIpu3alus NpoTeKaeT oO0bldHO. B pesynbTaTe B TOJIE COKPATUTEIbHOIO
MMOKapaa XKeJIyI0UYKOB CO30aeTCs IEKTPUIYCCKUI TPAIUEeHT, U ICIOJISIpY-
30BaHHbII 9HAOKAPA MOXET CTaTh UCTOYHUKOM ITOBTOPHOTO BO30YXKICHMS
MPEXIEeBPEMEHHO PEIoJIIpM30BaHHOIO 3HA0Kapaa. Takoil MexaHu3M ¢hop-
MMPOBaHUSI apUTMOICHHBIX O4YaroB ObUI ITOKa3aH Mpu cUHApoMme bpyranma
(puc. 2.6). C. Antzelevitch 1 coaBT. Ha3BaJu TaKOW MEXaHMU3M Pa3BUTHSI
aputMuii «pueHTpu Il daszbi».

Hpyrast ocHOBHas1 KOHKYpPHUpPYIOIasl TUIOTe3a YTBePKAAeT, YTO (heHOTUII
cuHapoMma bpyrana pa3BuBaeTcsl BTOPUYHO MO OTHOIIEHMIO K HapYIIECHUIO
JeToiIpu3alii, CBSI3aHHOMY ¢ 3aMemsieHueM TmpoBoaumoctu B BTIIK
(Nademanee K., Veerakul G., 2011). Ocnabnenue toka [, B CTPyKTYpHO
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1 Hopma 2 CvHppom Bpyrapa
(cymmapHo)
TpaHcMypanbHbIi
3NEeKTPUYECKUiA
0 rpagueHT
TpaHcmeMbpaHHbIf OHpokapa
noteHuman mv
nencTemsa OnuKkapa
-to0-— oy 7
OKIva2)  _J\ ——7___N
200 msec
3 CwvHpgpom Bpyrapa 4 CwvHppom Bpyraga

HeO,IJ,HOpO,D,HOCTb penonapusaymmn

TpaHCcMyparnbHbIN
ANEKTPUHECKUIA
Y rpagueHT

9K (V2)

30P — anukapauvansHas Aucnepcus penonsipusanmm

[TJJ,P — TpaHcMypanbHas gucnepcus penonﬂpwsaumm)

®da3za 2 (Re-entry)

Onvkapg
®a3za 2
(Re-entry)

OHpokapn
onukapg,

Puc. 2.6 Cxemarnyeckoe n300paxeHHe M3MEHEHMI MOTEHLMAIA OCHCTBUSI DHIO-
Kapja IpaBoro Kejayaouka, Jexaliux B ocHoBe cuHapoma bpyraga (Antzelevitch C.,
Brugada P., Borggrefe M. et al., 2005)

TMOBPEXIeHHON TKaHM ((hrOpPO3) BBHI3BIBAET MENJIEHHOE MPEePhIBUCTOE pac-
npoctpaHeHue I, oOycnoBauBas 3aep>XKy MPOBOAUMOCTU U TUCTIEPCUIO
ckopocTu nposoaumoctu B BTII2K B KoHILIe nenonsipu3aliiv XeayaouKoB.
ACHHXpOHHASI aKTUBAIINS MOXET CITOCOOCTBOBATH apPUTMMSIM 110 MEXaHU3-
MY PUEHTPH U CO3[IaBaTh IPamMEHTH HAIIPSOKEHWS, TIPUBOISIINE K DJIeBa-
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uuu cermeHTa ST Ha DKI'. 'mnore3a aenonsipusaliiy Oblaa MOAKpeEIieHa
MHTPUTYIOIIMMU HaxonkaMu Nadamanee M COaBT., KOTOPbI€ C MTOMOIIIbIO
KapTUPOBaHUSI UICHTUMUIIMPOBAIN Ha SIMMKApAUaIbHON IOBEPXHOCTHU
BTIIDK obGnacTu HU3KOTO HaTNpSKEHUs, KOTOpbie OO0Jiagaiv TO3IHU-
MU MOTEHUMaJaMU U (PpaKIIMOHUPOBAHHBIMM aHOMAJIbHBIMU 3JEKTPO-
rpaMmMaMu (OTpaxkamlIMMU MEIICHHYIO IPEePbIBUCTYIO MPOBOAMMOCTD)
y TMallMeHTOB ¢ cuHapoMoM bpyrana. [Tocnenyoiine uccaeaoBaHus, Ipo-
BEICHHBIC MPU ayTOINCUU LIEJbIX CEpACll, a TaKXe OMOICUM, MOJTYISHHBIX
BO BpeMsl a0JIsILIUM C TTOMOIIbIO TOPAKOTOMUM, IMOKa3aar, YTO Y OOJbHBIX
cunapomoM bpyraga B BTTI2K mmeroTcsl MoOBbIIIEHHOE OTJOXEHUE KOJI-
nareHa U puopo3 B COYETAHUU CO CHMKEHHOM 3KCIpeccueil KOHHEKCU-
Ha-43 no cpaBHeHMIO ¢ KOHTpoabHOM rpymnnoii (Nademanee K., Raju H.,
de Noronha S.V., 2015).

HecMoTpst Ha OueBUIHYIO TMPSIMYIO TTPOTUBOMOJOXHOCTb APYT APYTY,
HE UCKJIIOYEHO, YTO B MaTOreHe3e CuHApoMa bpyraaa yyacTByIOT Kak aHOMa-
JIMY JeTIONIpU3aliu, TaK U aHOMaJIuK penossipusanuu. Mcrnonab3ys TexHo-
Jloruio HeuHBasuBHoOU DK -Busyanuzainuu, KoTopasi perucTpupyeT oBepX-
HocTHbIe DKI-mtoreH1Mansbl ¢ momouibio 250 anekTponos, J. Zhang u coaBT.
B CBOEM MCCJEIOBAaHUM BBISIBUIM 3anepxXKy aktuBaiuu B BTIIZK Hapsay
C HU3KOAMILIUTYIHBIMU U (PpaKIIMOHUPOBAHHBIMU JIEKTPOrpaMMaMu Y Ma-
LIMEHTOB C CUHAPOMOM bpyrana, 4to corjiacyercsi ¢ TMIIOTE30i aHOMaJIbHOM
nenonspusanuu (Zhang J., Sacher F., 2015). OnHOBpeMEHHO y TMalMeHTOB
TakKe HaOJI0JaJ0Ch MPOJOHTMPOBAHHOE BPeMsl BOCCTAHOBJICHUS U Upe3-
MEpHBLII rpagueHT penonsipudauuu B BTTIK.

TakuM 00pa3zoM, KakK HapylIeHUs pemnoyisipu3aliiu, TaK U HapyLIeHUs
MPOBOAUMOCTU MOTYT (POPMUPOBATh BJIEKTPODU3NOIOTUUYECKUI CyOCTpaT
B BTIIXK y maumeHToB ¢ cuHapoMoM bpyraga, uTo mpuBOAUT K TpaHCMY-
pajbHOU OYCIEPCUM PEIIOJISIpU3ALMU U 3aAeP>XKaHHOM aKTUBALIMU U CITIOCO0-
CTBYeT pa3BUTHIO (DeHOTHUIIA 3a001eBaHMSI.

TunuyHeIM 3JeKTpoKapauorpaduyeckuM TIPOSBICHUEM CHHIpPOMa
Bbpyraga cuurtaeTrcsa ocobas ¢popMa KOHEYHOM YaCTU XKeIyIO0UKOBOIO KOM-
IUIEKCa, PpErMcTpupyemMas B IpaBbIX IpyaHbIX oTseneHuax (V,—V,). Beero
onucaHbl TpU BO3MOXHBIX TuIa DKI-uM3MeHeHUit, onmpenesionmx CUH-
npom bpyraga (ta6a. 2.11). Tun 1, onucanHbii B 1992 1., XxapakTepu3yeTcst
3HAYUTEJIbHOM 2JieBalyeit cermeHTa ST ¢ aMIUTMTYI0M J-BOJIHBI WY 2J1eBa-
nueit cermenta S7 >2 MM 1160 0,2 MUIMBOJIbTA Ha TIMKE, C TIOCNIeayIoLIei
HeraTUBHOI HaIpaBJIEHHOCTHIO 7-3y0Lia ¢ HeOOJbIINM U303JIEKTPUYECKUM
pasziejieHMeM, YTO OOYCJIOBJIMBAET «CBOAYATYIO» KOH(MUIYypalLUMiO0 CErMeH-
Ta ST (coved). Takas ¢opma sneBalu cermeHTa ST ¢ aMIUIUTYI0H TOYKU
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J 22 MM cuMTaeTcsl MaTOTHOMOHUYHOM IJjisg 3a0oyieBaHUsI M 4acTo 000-
3Hauvaetcsl Kak bpyrama-marrepH 1-ro tumna (uau DKI 1-ro tuma). Tum 2
TakKXKe MMeeT BbICOKOE Hauajio ajieBauuu ST, HO B 9TOM Cllydyae aMIUIUTyIa
J-BoJIHBI maeT Hayano MOCTENEeHHOMY yObIBaHMIO 3yeBaluu cermeHTa S7,
3aCThIBAIOLEM Ha YPOBHE > 1 MM BbILIE M30JIMHUM, B COITPOBOXICHUU I10JI0-
SKUTEJIbHOM Mn AByx(a3Hoi T-BOJIHBI, YTO B pe3yJibTaTe IPUBOIUT K CEl-
JIOBUAHON KoHburypauuu (saddleback). Tun 3 xapakTepusyeT 3jeBallus
cermeHTa ST <1 MM, KOTOpast MOXeT ObITh 00erX KOH(MUTYpalL1ii, HO yale
OTMEYAIOT CEIJIOBUIHYIO.

Tadmna 2.11. Tunsl aaeKTpoKaparorpapuiecKux u3MEHeHU Ipu cuHapoMe bpyrama

Tun 1 Tun 2 Tun 3
AmnauTyaa BOMHbI J >2 MM >2 MM >2 MM
T-3y6eL OTpuuatenbHblii MonoXxuTenbHbli MonoxuntenbHbli
1N ABYX(a3HbIN
KoHcburypauus ST CBopuyaras (coved) CennoBuaHas CemnoBuaHas
(saddleback) (saddleback)
KoHe4Has yactb ST MoCTOAHHO OTpNLa- Inesaumns >1 Mm Inesaums <1 Mm
TenbHas

CoracHO TeKyIIMM PEeKOMEHAAIMSM, ISl TOCTAHOBKY JMarHo3a HeoO0-
xoauma peructpanus Ha DKI' cmoHTaHHOTO WJIM UHIYLIMPOBAaHHOTO OJI0Ka-
TOpaMM HATPUEBBIX KaHATIOB XapakKTepHbIX DKI -n3MeHeHMi, BKITIOUAIOIITNIX
B ce0s MOJTHYI0 MJIM HETIOJIHYIO OJIOKaay TpaBoii HOXKHM Tydyka ['mca ¢ amie-
BauMeit cermeHTta S7 Mopdosoruu 1-ro Tumna >2 MM B OIHOM WJIM OOJIbIiIe
B MIPABbIX MPeKapaualbHbIX oTBeneHusX (V,—V,) «cBonyaroii KoHdurypa-
uun». Takum obpazom, Hanuuue bpyraga-natrepHa 1-ro Tuma g0CTaTOYHO
JUIST TIOCTAaHOBKU nuarHosa, B ciydyae OKI 2-ro m 3-ro Tuma TpeOyercs
MPpOBeeHNEe MPOBOLMPYIOIINX MEIMKAMEHTO3HbIX P00 ¢ BBeIeHHEM OJ10-
KaTOpOB HAaTpUEBbIX KaHaoB. [Ipoba cunTaeTcs MOJ0XKUTEIbHON B Cllydae
npeodpazoBanusg DKI-usmMeHeHWit B 1-i1 TUII WJIN IDOCTIDKEHUS J-BOTHOMK
aOCOMIOTHOM aMIIUTYIBL >2 MM B V| u/unu V,. D1eKTpoPU3noIoruyeckui
3¢ deKT TPOBOLMPYIONTNX TIPOO OOBICHSIETCS yCYyTyOJIEHUEM TeHETUIECKHU
NEeTepPMUHUPOBAHHOTO ITOPaXEeHUSI HATPUEBBIX KaHaJIOB IPU BBEACHUU
AHTUAPUTMUYCCKUX TIPEIIapaToB, IMOJABIISIIONINX OBICTPBIN IETIONSIPU3YIO-
M HATPUEBLI TOK /,,, HATIpaBIeHHBII BHYTPh KieTKHU. IIpenrmonaraercs,
YTO YeM MEHEee BhIpaXKEHO CHIKEHME HATPUEBOro TOKa, OCOOEHHO y Oec-
CHMIITOMHBIX TMAIlMEHTOB, TPeOyIoIero OOJBIIEro BBENEHUST OJOKATOPOB
HaTPUEBBIX KAaHAJIOB JJI51 TTOJOXUTEJIbHOM MPOObI, TEM MEHbIIIE Y MallMeHTa
TOTOBHOCTD K Pa3BUTHIO KMU3HEYTPOKAIOIINX apUTMUA.
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Jns BepHOI MHTepIipeTauuu J-BOJHBI HEOOXOAMMO IpaBUIIbHOE pac-
MOJIOXKEHUE DJIEKTPOIOB Ha IrpyaHOI MoBepXHOCTU. He ciemyer Takxke pac-
cMmatpuBaTh Mopdonornyeckue nsmeHeHust Ha DKI nis nuarHocTupoBaHuUs
cunapoma bpyraga cpasy nocne npoBeaeHus1 1ePUOPUIIISLIMU U B TeUEHUE
HECKOJIbKMX YaCOB MOCJIe KIMHUYECKOM CMEPTHU.

WNamenenust cermeHTa ST MOTYT HOCUTh IMHAMUYHBIN XapaKTep, U B 3TOM
cliydyae miuteabHoe MoHuTopupoBaHue DKI mo Xoarepy mo3BoJisieT BbI-
sBUTh MHTepMuTTUpyomuii DKI-marrepn 1-ro tuma (puc. 2.7). Kpome
TOrO, Y OAHOIO MalMeHTa MOIYT IIOC/IeN0BaTeIbHO HAOII0AaThCSl BCE TUIIBI
OKIT', xapakrepHble 1151 cuHapoMa bpyrana.

ey

Puc. 2.7. Bo3MOXHOCTH CyTOYHOTO 3JIEKTPOKapaAUorpauyecKkoro MOHMUTOPUPOBA-

HUs 110 XOJITepy B AMATHOCTHKE CHMHApoMma bpyrama. BoisgBieHne MHTEPMUTTAPYIO-

LIIEr0 3JIEKTPOKApANOrpacuuecKoro nmarrepHa 1-ro tumnay 56-netHero myxxunssl (B),
OTCYTCTBYIOLLIETO Ha 3jieKTpoKaparorpamme nokost (A) (Crotti L.J., 2012)

HenocpeacrBeHHoit npuunHoit BCC u cuHKome 00JbHBIX ¢ CUHIPOMOM
Bbpyrana ssasierca obictpas KT (mpeuMyliliecTBEeHHO TTonuMopdHasi, KpaiiHe
penKo — MOHOMOP(HAsI), XapaKTepU3YIOLIasicsl BRICOKUM PUCKOM TpaHCchOp-
Maruu B ®K. KT MoxkeT mpoBOLIMPOBATLCS BHE3AITHBIM YCWJIEHMEM Iapa-
CHUMITATUYECKOM CTUMYJISILIMY, TTIO3TOMY Yallle Pa3BUBaeTCs B [IOKOE, BO BpeMs
HOYHOTIO CHa, I1pu Bxoze B Boay (Priori S.G., 2013; Postema P.G., 2009). Moxer
TaKXe IIPOBOLMPOBATLCS JIMXOPAZOYHBIMM COCTOSIHUSIMA W PSIIOM JieKap-
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CTBEHHBIX TpernaparoB (IepeueHb MpencTaBieH Ha caiite http://brugadadrugs.
org). PazButue noaumopdHoii KT B ¢haze «ObICTPOro cHa», 3aHUMAIOLIETO BCIO
BTOPYIO TIOJIOBUHY HOYH, JiejIaeT 0oJiee BEPOSITHOM ee BBISIBJICHHE C TIOMOIIbIO
cyroyHoro MmoHutopuposaHus DKI' mo Xoatepy, a He Npu CTaHAAPTHOM 3a-
mucu DKT'. OgHuM U3 KIMHUYECKUX TPOSBICHUH, cOnpoBoXaamommx KA,
MOTYT OBbITh 3MU30/bl XPUILIOTO (arOHAJILHOTO) NbIXaHUSI BO CHE. CHUMIITOMBI
3a00JIeBaHUsI IIPOSIBIISIIOTCS] OOBIYHO Y B3POC/IBIX, Yallle Y JIMLI MYXXCKOTO T10J1a,
a cpenHuii Bo3pact BCC cocraBnsier 41£15 ner (Shimizu W., 2007).

ITomumo xitaccuyeckoro (heHOTUIIA, BKIIIOYAIOLIETo B ceOsl TUIMMYHBIE
KJIMHUKO-3JIEKTpOoKaparuorpauueckre IpOSIBICHUS, BBIICISIOT CKPbITOS
TeUeHME, XapaKTepu3ylolieecs: TUMMMYHbIMU M3MeHeHussMU Ha DKI'y acum-
MTOMATUYHBIX MALIMEHTOB, KOTOPHIE JIMOO MMEIOTCSI MOCTOSIHHO, 100 MH-
OYLIMPYIOTCS BO BpeMsl IpoBedeHUsT (hapMaKoJIOrnyeckux mnpoo. MeHoTuI
TaKXKe 3aBHCUT OT BO3PacTa; CJIeI0BaTeIbHO, B3POC/IbIE IIPOSIBIISIOT OOJIbIIE
AHOMaJIMii, YeM MOAPOCTKU, BEPOSITHO, TAKXKE B Pe3yJibTaTe TOPMOHAIbHBIX
pasinuuii. B 11e710M pUCK pa3BUTHS XKU3HEYTPOXKAIOIIMX apUTMUI HarboJiee
BBICOK Y JIMI] MYXKCKOTO roJia, ocooeHHo B Bo3pacte 30—40 neT, B MOMEHT
ne6roTa apuTMUM. [IpUYMHBI TAKUX CBS3aHHBIX C IIOJIOM Pa3IM4Uid TOJIrO
OCTaBaJIUCh HEU3BECTHBIMU, I10Ka He ObUIO MOKAa3aHO, YTO Yy MY>XKYMH Ha-
JIMYECTBYET OoJiee BHIPAXEHHBIN TOK /,,, JeXaluii B OCHOBE MX Npeapac-
ITOJIOKEHHOCTH K Pa3BUTHIO KJIMHUYecKoro heHoruna cuHapoma bpyrana.
B memuarpuyeckoii IOIYJISIMM, HECMOTPS Ha CKyIHYI0 MH(OpMaluio,
OIyOJIMKOBAaHHYIO B HacTosIee BpeMs, 3a00JIeBaeMOCTh OUYEHb HU3Kasi
1 He UMeeT FeHACPHbIX Pa3IM4Mil, BO3BMOXHO, 13-3a HU3KOTO YPOBHS TECTO-
CTepoHa, 0OHAPYKEHHOTO y AeTeil 000MX MOJIOB.

IIpungTo cuutaTh, uTo Hamiexaiee nmpuMmeHeHue MKJI y mauueHTOB
BBICOKOIO pucka c¢ mnpepBaHHoii BCC u remogMHamMuUuecKd 3HAYMMBIMU
ApUTMUSIMU SBJISIETCS KU3HEHHO BaxXHbIM. B 2013 r. skcnepTHoe coria-
menre HRS/EHRA/APHRS (Priori S.G., Wilde A.A., 2013) nipenjioxuio
nokazaHus K UKJI B 3aBUCMMOCTH OT UMEIOLIMXCS KIMHUYECKUX (haKTO-
poB pucka (croHTaHHbI bpyraga-nmarrepH 1-ro tuna Ha DKI, octaHoBKa
cepala, [okymMeHTupoBaHHast @2K mim muyHast ucropust oomopoka). Kpome
TOI0, B 3TOM KOHCEHCYCHOM 3asiBJICHUU BIICPBbIC IIPO3Bydajia PEKOMEH-
JalKsl O BO3MOXKHOCTU PAaCCMOTPEHHUsI KaTEeTePHOM CyOCTpaTHOM abJsiuu
y MalMEHTOB C CUHAPOMOM bpyrana ¢ aJleKTpM4eCKUM IITOPMOM B aHAMHE-
3¢ WY MOBTOPHBIMU cpabaTbiBaHusIMU MK ¢ HaHeceHMeM MOTMBUPOBAaH-
HbIX 1I0KOB (kjacc I1b).

151 KynupoBaHMS Y MPEAYIPEXKICHUS HEMIPEPbIBHO PELUIMBUPYIOLINAX
XA, npuBomsiiiux K 4actomy cpabarbiBaHuio MK («aiaekTpuueckomy
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ITOPMY»), PEKOMEHIOBaHO TPUMEHEHNE XUHUANHA WA U30TpoTepeHoa ¥’
(Maury P., 2005). B HacTosiliee BpeMsi MeIMKaMEHTO3HOEe JeueHue Tpu
cuHapoMme bpyrama MoxeT ObITh UCITOJIB30BAHO TOJBKO B KaueCTBE MOIOJ-
HUTEJIbHOI Mepbl. JlekapcTBeHHBIE Tpernaparhl, MOAABISIONINE KaJTueBbIi
TOK [, WM aKTUBUpYIOLIUE TOKU Iy, U I, TOTEHUUATBHO MOTYT ObITH 3¢-
(eKTUBHBI y O0JIbHBIX C CHHAPOMOM bpyrana.

Pa6ouas rpynna ESC B 2015 r. Takxke npenjoxuia nokazaHuss K MK]]
y NallMEHTOB C CUHAPOMOM bpyranga: octaHOBKa cepala Wid JOKYMEHTHUPO-
BaHHas crioHTaHHas ycroiuuBas KT (kmacc I, ypoBeHb C), CIIOHTaHHBIN
bpyrana-natrepH 1-ro tuna Ha OKI' u snuzonsl cunkomne (kiacc Ila, ypo-
BeHb C), MOJIOXUTEJbHBIC Pe3yJIbTaThl MTPOTPAaMMMPOBAHHON CTUMYJISILIMU
xenynoukoB (kiacc IIb, ypoBenb C). DTU peKOMeHAAlM OCHOBaHbI Ha He-
CKOJIBKUX MCCIEeA0BaHUSIX, KOTOPbIE TPOIEMOHCTPUPOBAIU 00JIee BBICOKUIA
PUCK apUTMUIECKUX COOBITUI y TTAalIMEHTOB ¢ cuHaApoMoM bpyrana co crioH-
TaHHBIM TUIIOM OKI' 1-ro THMa U BepOSTHBIM apUTMUYECKUM OOMOPOKOM
(TmocneaHU CUJIBHO 3aBUCUT OT KayecTBa UCTOPUU CUHKOIIE) MO CpaBHE-
HUIO ¢ TEMU, Y KOTro HeT 3Tux AByx dakTopon (Priori S.G., Napolitano C.,
2002; Probst V., 2010; Priori S.G., Gasparini M., 2012; Eckardt L., 2005).
OnHako BOMPOC O TOM, SIBJISIIOTCS JIU KaKWe-JIM0O0 KIMHUYeCKUe (PakTophbl
JIYYIIUMM TIPEIUKTOPAMUM WM CIOCOOCTBYIOT O0Jiee TOUHOM cTpaTuduka-
LIMA pUCKa, MPEeXIe YeM Pa30BbETCs JII000e apUTMUUYECKOE COOBITHE, BCE
ellle OCTaeTCsl MpeaMeTOM AUCKyccuil. JlelicTBUTENbHO, HelaBHEe MCCe-
noBaHue SABRUS (Survey on Arrhythmic Events in BRUgada Syndrome),
B KOTOPOM CITELIMaJIbHO CPaBHUBAJIMCH MPOMUIN AIMEHTOB C JIETAIbHBIMU
APUTMUYECKUMU COOBITUSIMU, OOHAPYXUJIO, UTO TOJBKO 75% MalMeHTOB
C CMHIPOMOM bpyrana, y KOTOpbIX N€pBOE apUTMHUYECKOE COOBITUE PEru-
CTPUPOBAIOCH MOCJIe ToJydeHUs poduiaakTudeckoint ummiaantauuu MK,
COOTBETCTBOBANIO NMokazaHusaM kiacca I st ummnantanuu MK/, ycraHoB-
JieHHbIe aKcnepTHbIM corameHneM HRS/EHRA/APHRS B 2013 r., Torma
Kak ocTajibHble 25% mnauneHToB UM He cooTBeTcTBOBaIM (Milman A., 2018).
Kpome Toro, B rpyrmne manueHToB ¢ nepBuyHoil npoduiaktrukoit BCC ot-
Meyajiach 0oJsiee BbICOKasl yactora ceMeitHoro aHamHe3a BCC u HocuTesb-
ctBa Mytaumit SCN5A 110 cpaBHEHMIO C TPYMIION MAIIMEHTOB, Y KOTo ObLia
octaHoBKa cepaua no ummiaantauuu UK. B cBg3u ¢ aTuM crpatudukanms
pucKa rpu cuHIpoMe bpyraga octaeTcst KIMHUYECKOU MpobeMoid, MOTOMY
YTO YaCTOTa COOBITUI HU3KAsI, a MIEPBbIM MPOSIBJIECHUEM 3a00JIeBaH1S 4YacCTO
OBbIBaeT OCTAHOBKA cepllia. B omMune OoT mMaluueHTOB ¢ CMHAPOMOM Y-
HeHHoro nHTepBasia Q— T, KOTOpbIE YacTO UMEIOT TTPEeAyTPeKaatonue CuM-
MITOMBI B BUIIE PELUIMBUPYIOIIETO CUHKOIIE, TIPEXIe YeM Y HUX pa30BbETCS
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OCTaHOBKa cepila, y MalMeHTOB C CUHApoMOM bpyraga aputMuu 4acTo
IPUBOJISIT K JIETAJIbHOMY MCXOMYy, KOIJla OHU BIIEpBble BO3HUKAIOT. BMecTe
¢ TeM abCOIOTHBIN pUCK pa3BUTHS crioHTaHHOU DK cpean GeccMMMITOM-
HbIX NALIMEHTOB HUXKE, YeM IIPEIIojarajoch paHee, a pUCK IOJITOCPOYHBIX
OCJIOXKHEHUI, cBsI3aHHBIX ¢ uMIiaHTauueint MK, oomenpuHsToi Tepanuu,
SIBJISIETCS 3HAUUTEJbHBIM. BCce 3TO CBUIETENIBCTBYET O TOM, UTO BCE €Il He-
00XOAMMBI AaJIbHEHIINE YCWIMSI [UISL YIY4YIIEHUsS] cTpaTUdUKALUM pucKa
MalueHToB ¢ cuHIpoMoM bpyrana.

B 2015 r. ESC, Bcnen 3a HRS/EHRA/APHRS, noBropunu pekomeHaa-
LIMU O BBITIOJIHEHUM 3MUMKapauanbHoi adnsiuu B oonactu BTIIK u cBo-
o6omHoit creHku 12K manpeHTaM ¢ 2JIeKTPUYECKUM LITOPMOM U MOTUBUPO-
BaHHbIMU cpabaTeiBaHussMU MK (knacc IIb, ypoBens C). PekoMeHpanuu
AHA/ACC/HRS 2017 r. moBbICUIX KJIacc 3TOi pekoMeHaauus 1o I, ¢ ypos-
HeM nokaszatesnbHocTu B. Takoe moBepue K mpolueaype CBs3aHO ¢ ee (-
(beKTUBHOCTHIO, MPOAECMOHCTPUPOBAHHONW Yy MALMEHTOB C CHUHAPOMOM
Bpyraga, y KOTOphIX MMEIOTCS TSKEJIble apUTMUUYECKUE IIPOSIBICHMS, Ya-
cThie MOTHBHUpOBaHHbIe 1OKM MK/l M 0mHOBpEeMEHHO HENEPEeHOCUMOCTh
MEIMKAMEHTO3HO# Teparnuu. [1poneMOHCTpUPOBAHO, YTO HAWIy4llue pe-
3yJIbTAThl JOCTUTHYTHI Y TEX MAalMEHTOB, Y KOTOPBIX AIMKapAuaibHas abjisi-
LM IPOBOAMUTCS Ha poHe MHbY3MK hiaeKauHuaa* , 4To JaeT BO3MOXHOCTb
00HAPYXUTh CKPBIThIC YIUIMHEHHbIE U (DparMEHTUPOBAHHbIC MTOTCHIIUAJIBI.
ITocne mpoBeneHus1 aMMKapAMAIbHON aOJsALUU HU Y OIHOIO M3 Habmoaa-
€MBIX MAlMEHTOB HE OTMEYEHO (PEHOTUIIMYECKUX IPOSIBICHUII CUHIpOMa
Bpyraga, a Takke He mHayuuponanach 2KT/DXK. D1tu olieI0MUTE/IbHBIC
pe3yJibTaThl ObUIM ITOATBEPKIEHBI B HECKOJBKUX IOCIICAYIOLINX MCIIbITa-
Husix (Brugada J., Pappone C., 2015; Nademanee K., 2011; Zhang P., 2016;
Al-Khatib S.M., 2017).

CMH[IpOM KOpOTKOro uxtepsana Q-T

Cunapom Kopotkoro unrepsajga Q— 1T (short QT syndrome, SQTS) — Ha-
CJIEICTBEHHOE apUTMOTEHHOE 3a00JIeBaHME, aCCOLIMMPOBAHHOE C BBICOKOI
yactotoir passutusg ®XK, cuakome m BCC, compoBoxkparomeecst CICIu-
mueckum DKI-naTrepHom B Bunme ykopoueHust nHtepBana Q—7T <340 mc
1 BBICOKMX (3a0CTPEHHBIX) CUMMETPUYHBIX 3yO1I0B 7' B MpaBbIX TpeKap-
MUaJTbHBIX OTBeleHMsIX. Kak caMmocTosiTenibHOe 3a00JieBaHME C BBICOKUM
puckoM BCC 6but ormucan I . Gussak u coaBt. B 2002 1. Ha mpuMepe ceMbu
¢ nmapokcusmaibHoit PIT ¥ MOCTOSTHHBIM YKOpoueHueM uHTepBaia Q—T.
Yacrora BcTpeuaemoct — 1:3000 HaceneHusI.
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SQTS sBasieTcsl TeHEeTUYECKM TeTeporeHHbIM 3a00JieBaHeM, Haclenye-
MbIM T10 ayTOCOMHO-IOMUHAHTHOMY TUITy (Ta6:. 2.12). B HacTos1ee Bpemsi
M3BECTHO O 6 TeHax, ero AeTepPMUHUPYIOIIMX.

Ta6uua 2.12. MoeKy/IsipHO-TeHeTUYeCKIEe BApUAHThI CUHIAPOMAa KOPOTKOIO MHTEP-
Bana Q—T

Bapuant o WNoHHbI
SaTs T'eH benkoBsbli NpoaykT Tok ABTOpbI

SQTSH KCNH2 o-Cy6beanHnLa kannesoro Iy 1 Brugada et al., 2004;

KaHana ' Gussak, Brugada et al.,
2005

SQTS2 KCcNQ1 o-Cy6beanHNLa Kannesoro I, 1 Bellocq et al., 2004
KaHana '

SQTS3 KCNJ2 o-Cy6beanHnua kannesoro " 1 Priori et al., 2005

KaHana

SQTS4 CACNA1C o 1-Cy6beanHnua KanbLuesoro |
KaHana L-tuna

SQTS5 CACNBZ2b [3-2-Cy6beanHuLbl KanbLneso-
ro KaHana L-tuna

SQTS6 CACNA2D1 | Ca(v)a(2)3-1 I

ol J Antzelevitch et al., 2007

leat 1 Antzelevitch et al., 2007

1 Templin et al., 2011

Ca-L

Kak BugHo u3 tabi. 2.11, npuuunHoii 3a00eBaHus CyKaT HapyLIeHUsI
B TeX Xe TeHax, KOTopble OTBETCTBEHHHI 3a yacthble hopmbl LQTS. OmxHako
GYHKIIMOHATBHBIE 3G GEKTH MyTALWiA, TPUBOISAIINX K SQTS, nnaMeTpaabHO
MPOTUBOMOJIOXHbBI. MI3MEeHeHHbIe KalueBble KaHaabl Mpu SQT.S reHOTUIIOB
1—3 xapakTepu3yIOTCsl YBeJIWYCHUEM KaJMeBbIX TOKOB, a 3HAUYMT, peau3y-
I0TCS IO MeXaHM3MYy gain-of-function (M30bITOYHAST (PYHKIIMS KaJUEBBIX Ka-
HAaJIOB). DTO IIPUBOIUT K YBEJIMUEHHUIO CKOPOCTH pernosisipusanyu. CUHApOM
KopoTkoro uHtepBaja Q—7T reHOTUIIOB 4—6 NeTepMUHUPYETCS MYyTallusi-
MU B reHax kKajblieBblx KaHanoB (CACNAIC, CACNB2b u CACNA2DI),
CBSI3aHHBIX TakKXKe C cuHApoMoM bpyraga. Myrauud B OOJBIINX O-
u P-cyObeauHULIaX, 00pa3ylolMX KaJbLUWeBbIM KaHal L-tumna (ICa_ )
00YCJIOBJIMBAIOT MOTEPIO (DYHKIIMU ITOCICTHEr0 C yMEHbIIEHUEM MPUTOKa
Kajblysg Bo BpeMs da3bl maTo I1[I, 9To BemeT K MeHee 3HaYUMOMY YKO-
pouenuio uHrepsaia O—7T (<360 mc), yuem nipu SQTS reHorunos 1—3. OHu
peau3yIoTcs 110 MeXxaHu3My loss-of-function (motepst GyHKIIMN KaJIbIIUEBBIX
KaHaJIoB L-Turma), 4To BeAeT He TOJbKO K yKopoueHuto Q—7, HO U K u3Me-
HeHuto QRS cinoxHoit Mmopdonornu Hanogobue cuHapoma bpyrana.

Takum o6pa3oM, NMpu U3OLITOUHONW (PYHKLIMM JTHOOOro U3 3 KaJueBbIX
KaHaJIOB MJIM TUIO(MYHKIIUKM KaJblIMEeBbIX KaHaoB cepaevyHbiii [1J] cokpa-
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IIaeTcsd M yKopauyuBaeTcsl IJIUTEIbHOCTb (a3bl penonspuszauuu [T/, uro
Ha DKI orpaxaeTrcs B BuUle YMEHBIIEHUS MPOAOJLKUTEIbHOCTU MHTEpBa-
na Q—T (Brugada R., Hong K., 2012).

[Mpuberast K KOMILUIEKCHOMY WJIM LIEJIEBOMY F'€HETHUECKOMY TeCTUPOBa-
HMIO, CJIEAYeT YUUTHIBATh, UTO, HECMOTPSI Ha MACHTU(UKALIMIO IIIECTH T€HOB,
CBSI3aHHBIX C BO3HUKHOBeHUeM SQT.S, nnarHocTuyeckas moJjib3a reHeTuye-
CKOT'0 CKpPMHUMHTA Bce ellle HeBesrka (0Kosio ~20%).

Taxk xe kak u ipu LQTS, HapylieHrue HOpMaabHON MPOJOIKUTEILHOCTU
IIPOLIECCOB PEIOIIpU3alii B MUOKaPIE XKEIyI0UKOB BelIeT K 3HAUUMOI He-
TOMOI€HHOCTH 3JIEKTPUYECKUX IIPOLIECCOB, YTO SIBJISIETCS CyOCTpaTOM ISt
pa3BuTHs Xu3Heyrpoxaromux KA u, cienoBaTebHO, IPUYMHON CHUHKO-
nanbHbIX cocTossHU 1 BCC y OOJBbHBIX 3TUM 3a0ojieBaHUEM. APUTMUU
npu SQOTS pa3BuUBalOTCs B pe3yabTaTe PEe3KOro yKopoueHust 3POeKTUBHBIX
pedpakTepHBbIX IEPUOIOB MUOKAP/IA MPEACEPANIA U KEJIyIOUKOB, YTO IpeI-
pacriojiaraeT K BO3HUKHOBEHMIO apUTMUIL 10 MEXaHU3MY Fe-entry.

B cBs3u ¢ BbIcOKOI yacToToi ku3Heyrpoxawimux KT Hanbonee pac-
IPOCTPAHEHHBbIM CHUMITOMOM 3a00JIeBaHUS SIBJISIETCSI OCTAHOBKA CEpIlia,
TakKXe XapaKTepHbI Xajao0bl Ha cepllieOreHne uim oOMOpPOKH, pa3BUBalO-
myecss Ha ()OHE YacTO COIYTCTBYIOIIMX IpeacepAHbiXx aputMuii uiu OII.
JunarHoctuueckue KpUTepuU AJisl MOCTaHOBKU nuarHo3a SQTS Obuin pas-
pabdorannl Gollob, Redpath u Roberts B 2011 r. (ta6u. 2.13).

Taomuma 2.13. JInarHoctuyeckue KpUTepruu KOpoTKoro nHtepsana Q—1'

Kputepuu bannb!

AneKTpoKapanorpadm4eckue Kputepum
Q-Te, mc <370.

Q-Te, mc <350.

Q-Te, mc <330.

MHTepBan To4ka J-T nuk <120 mc

—“ W N =

KnuHuyeckue kputepum

BOC B aHamHese.
[JokymeHTupoBaHHas XT/DX.
Heo6bACHUMBI 06MOPOK.
Oubpunnaums npeacepani

— = PN

CemeliHblil aHamMHe3
Bbicokas BeposTHOCTb SQTS cpeau KpoBHbIX POLACTBEHHUKOB. 2
Cnyyait HeobbACHNMOIA BCC cpeamn KpoBHbIX POACTBEHHNKOB.
CMHApOM BHE3arnHoil AeTCKOI CMEPTHOCTM B CEMbE 1

—_

[eHoTMN
[103UTUBHbIA. 2
MyTauus HeM3BECTHOTO 3HAYEHNS B OTBETCTBEHHbBIX FeHAX 1




200 * TN1ABA2

WPW B neauarpuueckoii npaktuke cocrasisiet 0,15—0,3% npu exxeronHoi
BoIsiBasieMocT 4:100 000 B ron. BHe3anmHast cMepTh cpenu AeTeil ¢ CUHAPO-
MOM IpeaBo30yxkneHust Bcrpevaercs B 0,5% ciydaeB, mpu4eM 4acTo 3TO
MOXKET OBITh MEPBLIM U €IMHCTBEHHBIM IPOSIBIICHUEM cuHIpoMa. B ogHoM
HCCIIeIOBAaHUM BeJIoCh HabmoneHue 3a 90 HOBOPOXKIEHHBIMU C CUHIPOMOM
WPW, u3 kotophbix aBoe (2,2%) B MOC/eAyIOIIEM BHE3aIIHO yMEPJIU, OIHA-
KO, K cOXaJleH’I0, o0a MJaleHIIa MMoJyJYald TUTOKCHH. Kak ceKIlmoHHbIe
HAXOJIKU IOIOJHUTEIbHbIE IMPOBOISIIME IYTU Y MJIAAEHLEB, MOTUOLINX
ot CBCM, Bcrpeyarored B 28,6; 12,7 u 21,7% ciydaes.

Bpoxnennass monHas AB-01o0Kama Takke acCOIMMPYETCSI C BBICO-
KUM DPUCKOM BHE3aITHOM CEepACYHOM CMEPTU CpeAu HOBOPOXICHHBIX.
PacnipocTpaHeHHOCTh M30JUPOBAHHON TTOTHON AB-0yi0Kambl cocTaBisieT
1 cygait Ha 15 000—20 000 HOBOpOXKIeHHBIX. Kpome Toro, maHHast maToJio-
I'Msl JOCTATOYHO YacTo (0KoJio 35%) BCTpevaeTcsl B COUETAHUU C BPOXKIEH-
HBIMM TTOPOKAMU CEP/IIIA, YTO B 3HAYNUTEIHHOM CTETIEHU OTIPEeIsieT TIPOrHO3
JUIS1 JAaHHBIX TaleHToB. OnpeneieHue MoI0KeHUs aTOJIOMMHU IIPOBOASIIEIH
cuctembl cepaiia B ctpyktype CBCM mipeskiie Bcero cBsI3aHO C CEKIITMOHHBI-
MM HaXogKaMU, KOTOpbIE, B CBOIO ouepellb, B OOJIbIIOI CTEIEHU 3aBUCSIT
OT METOAMKHU U TEXHUKH TMCTOJIOTMYECKOTO UCCIIeIOBaHMSI.

B 3akiioueHue cieayer OTMETUTb, YTO, XOTS TEOPMSI apUTMOTEHHOIO
redHeza CBCM Obuia 1 ocraercsl Haubosiee MpUBIEKATEIbHOM, 10 CUX TOP
OKOHYaTeJIbHO He orpenesieHa ee noss B ctpyktype CBCM. 3HauuTenbHbIe
YCUJIUSI B HACTOSsILLEE BpeMsl HalpaBJIeHbl HA MTOMCK TeHETUYECKUX MapKepOB
CBCM, pe3yabTaThl KOTOPBIX MO3BOJIST MPEMYNPEXAaTh BHE3AMHYIO CMEPTh
y MiageHIeB. B nemom ananm3 coppeMeHHo# auTepatypsl 1o CBCM ocrabis-
eT CJIeMyIole BrieyaTieHus. Bo-TiepBhIX, TaHHBIN CUHIPOM B 3HAUUTEILHOM
CTEeTICHU — SIBJIEHNE HE TOJIbKO MEAWITMHCKOE, HO M COLIMATbHOE, TaK KaK ero
pachpoCTpaHEHHOCTh CPEeIU COLIMAIbHO HeOJIaromnojIydyHbIX CJIOEB Hacese-
HUS BbIle. Bo-BTOPBIX, CHHAPOM Majio M3y4eH, U CYIIECTBYIOIINE TUTTOTE3bI
TOJIBKO Ceiiuac IoJIy4aloT CBOE€ HayYHOE MOATBEPKACHNE WIK OIIPOBEPXKEHUE,
a TaKKe IOSIBJSTIOTCSI HOBBIE TMIIOTE3bI, BBISIBJISIIOTCS HOBBIE (DAaKTOPBI PH-
cKa ¥ HozoJjorudeckue (akropbl. B-tpetbux, nmockonsky CBCM Haxomutcst
Ha CThIK€ MHOTMX OTpacjieii MEAUIIMHCKOIM HayKy, OTHOIICHUE Bpadeil pas-
JIMYHBIX CIIEIMATbHOCTEN K 3TOW IMpoOsieMe HEOTHO3HAYHOEe, a 3ayacTyio
SIBHO IIPOTHBOPEYMBOE, OCOOEHHO OTHOCUTEIbHO 3THOJOIrMUECKUX (DaKTOPOB
CHHIpOMa M CTETIEHW MX 3HauYMMOCTH. Kpome CyIlecTBYIOIIEro orpoMHOIO
HMHTEpeca K 3TOii mpobjieMe U ee aKTUBHOIO U3y4YeHus, TPeOyeTcsl TECHOE CO-
TPYIHMUYECTBO CIECIIUAINCTOB Pa3IMUYHBIX HAIPABJICHUI, YTO ITO3BOJIUT B OJIH-
Kaitem OyyiieM I1aTh OTBETHI Ha Psil BOTIPOCOB, TocTaBieHHbIXx CBCM.
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