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The Wolff— Parkinson—White syndrome prevalence is 1—4.5 cases per 1,000 individuals. It accounts for at
least 1% of sudden cardiac deaths in a long-term registry of sudden cardiac death in athletes. High risk fac-
tors include: male gender, age less than 30 years old, history of atrial fibrillation, prior syncope, familial
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Wolff— Parkinson—White syndrome and associated congenital heart disease. The presented clinical cases
show that systematic medical examination in asymptomatic athletes with identified Wolff— Parkinson—White
syndrome and family history should be undertaken. Radiofrequency ablation allows to reduce risk of sudden
cardiac death in athletes with Wolff— Parkinson— White syndrome and their return to sports within short time.

Keywords: Wolff— Parkinson—White syndrome; electrophysiological study; radiofrequency ablation.

Beenenne

Cunapom Boarda—ITapkuHcoHa—Yaiita
(BITY) Bnepsbie ObL1 onvcad B 1930 . B xXypHaje
The American Heart Journal, roe ObuIu mpeacTaB-
JieHbl anekTpokapauorpaMmbl (DKI') 11 manueH-
TOB C YKOPOUEHHBIM MHTEPBaIoM P—R, N3MeHeHM -
eM komruiekca QRS 1o Tuiy 6;10Kaabl HOXKH MTyd-
ka [uca m Haauuumem MNPUCTYNOB TaXWKapaAUu
(cynpaBeHTpukyasapHoit taxukapauu (CBT) wim
dubpuaumm npeacepauii (PI1)), mpuyeM y 601b-
HBIX He ObUIO Apyrux 3aboJieBaHuii cepaua [1].
Bckope mocie 3toro anaekTpodusnosoramMmu Obuia
YCTaHOBJIEHA B3aMMOCBS3b MEXIY HAIMYHEM JIO-
MOJHUTENbHBIX ITyTeld poBeaeHus (AIIIT) u pas-
utuemM CBT mo mexanusmy pueHtpu. OmHako
JUb cItycTs 40 JeT ObLI0 MOATBEPKIASHO, YTO Me-
XaHM3M BHe3arnHol cepaeuHoii cmeptu (BCC) npu
cunapome BITY cBsi3aH ¢ BBICOKOI MPOBOAUMOC-
Thl0 ipu paszsutun OIIT [1].

PacnpoctpaHeHHOCTh cuUHApoMa/peHoMeHa
BITY B oOwmeil nmomynauuu cocrasiseT oT 1 1o
4,5 cnyyas Ha 1 ThIc. 4yenoBeK [2]. BoablnHCTBO
nauueHToB ¢ (eHOMeHOM/cuHIpoMoMm BITY He
WMEIOT CTPYKTYPHOM MaTOJIOTMU Cepila, OIHAKO
BITY MoxeT coueTaThbest ¢ TAKUMU 3a00I€BAaHUSIMHA,
Kak aHoManusi DOmTeiiHa M rurepTpoduyecKas
Kapauomuonarus [2, 3].

H3BecTtHO, uTO cuHApoMm/dpeHoMmeH BITY
BCTpEYaeTCsi y HOBOPOXKACHHBIX U TPYIHBIX IeTei
HaAMHOTO Yallle 10 CPaBHEHMUIO CO B3POCIBIMHU,
YTO, BEPOSITHO, YKa3bIBaeT HA 9MOPUOJIOTUYECKOE
(pymMMeHTapHBIE OCTaTKM) IIPOUCXOXKICHME
HIIIT [1]. B Teuenue nepBoro roga xu3Hu IITIT
TepSIOT aHTEPOTrPaTHYIO TPOBOANMOCTD ¥ 40% ma-
LIMEHTOB, TIpUYEM TaKas Xe TMHaAMHMKa HabiIoma-
ercsa u B yactore CBT. Bo3aMoxHO, 3TO CBSI3aHO
C TIOTepeil peTporpagHOro TPOBEACHUS depes
AIIIT [1, 4].

PesysnibraThl MHOTOUMCJIEHHBIX PETPOCIEKTUB-
HBIX MCCIENOBAHUI TTOKa3al1, YTO PUCK Pa3BUTHUSI
YIpOXalluX XU3HU apuUTMUil TIpu (eHOMEHe
BITY y neteii Boiiie, yeM y B3pocibix, mpudem BCC
MOXET CTaTh IepBOii MaHMdbecTalell CUuHIpOMa
BI1Y y paHee acuMITOMHBIX OOJIbHBIX [3—5].
B 2012 r. 6putn ony0JMKOBaHbBI pe3yJibTaThl MeTa-
aHaaM3a, BKIoYMBIIEro 1869 6ecCMMNTOMHBIX TTa-

mueHTtoB ¢ BIIY, koTopble MOATBEpAWIN AAHHOE
noJjioxkeHue [6].

B HeCKOIBKUX MPOCIEKTUBHBIX MCCIIETOBAHUSIX
ob11 oleHeH puck BCC y B3pocibix U nereit ¢ de-
HoMeHoM BITY u Obu10 MoKa3aHO, YTO OH COCTaB-
nstet ot 0% 1o 0,6% B ron [1, 3, 4]. Tak, B ABYX HC-
cJIemOBaHUSIX Habmomany 3a 386 B3pOCIBIMU U Jie-
TbMU: ObLIO BhIsIBIeHO 4 ciyyass BCC B teuenue 10
JIET, 4YTO cooTBeTcTBYeT pucky 0,1% B rom [1].
C. Pappone et al. HaOI0maIM B TeUeHUE & JIeT Imamu-
€HTOB B3POCJIOr0 U AETCKOTo Bo3pacTa ¢ (peHoMe-
HoMm/cuHapoMom BITY. ABTopbl MpoaeMOHCTPUPO-
BaJIM, YTO OCTAaHOBKA CepAla IMPOMU30IILIA TOJbKO
y 2 u3 451 cumniromHoro manueHTa (0,4%), 94ro co-
oTtBeTcTBYeT pucKy 0,05% B rom, B TO BpeMs Kak
y 0€CCUMITTOMHBIX OOJILHBIX 3Ta LMdpa cocTaBuIa
13 u3 550 (2,4%) (coorBercTBeHHO, 0,3% B TOMm),
U 3TO OBUIO TIEPBBIM KIMHUYCCKUM IPOSIBICHUEM
cuHapoma [7]. AHajornuHoe S5-JIeTHee MPOCIIeK-
TUBHOE HUCCeaoBaHue ¢ ydactueM 184 nmereii ¢ Oec-
cumntoMHbIM BITY mpomemoHcTpupoBano 3 ciy-
yasg dudpmwammn xeaynoukos (P2K) B rom, 4ro
cocrasisieT 0,3% pucka BCC B rox [3].

B peectpe npuunn BCC cpenu aTieToB Ha 10J110
BI1Y npuxomutcs okono 1% [1, 3, 6]. Henb3st uc-
KJIHOUYUTh, YTO 3TO UKUCJIO HUXKE PeaIbHOTO ToKa3aTe-
JISI CMEPTHOCTH, YTO MOKET OBITH CBSI3aHO C IIpO0JIe-
MaMU MpU TTOCTAaHOBKE MOCMEPTHOTO IUarHo3a 1 OT-
puLaTebHbIMU pe3ysibTaTamu aytoricuu [1, 3, 8].

K ¢dakropam Breicokoro pucka BCC oTHocAT:
MYXCKOM 1o, Bo3pacT MeHee 30 JjieT, Hajiuuue
snu3onoB PI1 B aHamMHe3e, CUHKOIIE, CeMENHbI
aHamHe3 BITY u Hanuuue BpOXKIEHHOIO IMOpOKa
cepnua [3].

M3BectHo, uto IIIIT ¢ OBICTpBIM aHTeporpai-
HBIM MTPOBEACHUEM aCCOLIMMPOBAHBI C BICOKOM Ya-
croroii cepaeuHbix cokpaweHuit (HCC) npu pas-
Butuu OI1, KoTopass MOXKeT TpaHCHOPMUPOBATHCS
B ®2K. Hanuune Heckonbkux JAITIT takke s1BaseT-
csl He3aBUCUMBIM (pakTopoM pucka pa3putus XK.
JanHbIe psiga UccaeIOBaHUI TTOKA3BIBAIOT, UYTO (DU-
3M4ecKasl Harpy3ka He BJIMSET Ha 3JeKTPO(pU3UO0-
noruyeckue cpoiicra AITII, Tem He MeHee onuca-
Ho HemaJo ciydaeB BCC y cnoprcmenoB ¢ BITY Ha
¢oHe pusnyeckoii Harpy3ku [3, 8].

Kaxk mpaBuino, nnardo3 ¢heHoMeHa WJIM CUHJI-
poma BITY craButcs no manueiM DKI. ITaTorHo-
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MOHUYHbIE MPU3HAKU MPOBEIEHUSI BO3OYXKIECHMUS
o JIITIT — ykopoueHue nHTepBaia P—Q, nosipie-
HUe A-BOJIHBI, pacliupeHue Komriekca QRS u us-
MeHeHue mnpoleccoB penoisapusauuu. IKI, xoi-
TepoBCKOe MOHMUTOpupoBaHue (XM) sBISIOTCS
CKPUHUHTOBBIMU METOJaMU JJIsI MCKJIIOUYEHUS
cungpoma BITY y croprcMeHoB ¢ puOpUIASILIN-
eii/TpeneTaHueM Tpeacepanil, MPeCUHKOMaTbHbI-
MU U/WIN CUHKOMAJIBHBIMM COCTOSTHUSIMM, XKaJlO-
0aMu Ha 3Mu30jbl cepaledueHnii. CropTcMeHbl
¢ ycraHoBieHHBIM BIIY HyXnaiorcs B JOMOJIHU-
TEJIbHOM U YIJyOJEHHOM O0OC/IeNOBaHUU W YTOY-
HeHMu ceMeiiHoro aHamHe3a BITY. Mcmonb3o-
BaHME TaKWX METOJOB, KaK ITOBEPXHOCTHOE
OKI-kapTupoBaHue, YpeCIUIEBOJHOE U BHYTPU-
CcepJeyHOe DJEKTPOPU3NOIOTUUECKOE UCCIEN0BA-
Hue (D®U), Mo3BOJILIIOT HE TOJHKO MOATBEPAUTH
Hammuue cuaapoma BITY, Ho u mpoBecTu Tonuye-
ckyto auarHoctuky HITII. Kpome Toro, BHyTpu-
cepaeuHoe DMPU nmaeT BO3MOXKHOCTb OLICHWUTH
puck BCC y nmanuenra [9]. bosbliue cloXHOCTH
MpeICTaBIsIeT HaJuYKhe CKPBITOrO TUIAa CUHAPOMA
BI1Y: HeT HMKaKMX MAaTOTHOMOHMWYHBIX ITPU3HA-
KoB Ha OKI 1 1axxe MHOTOCYTOUHOE MOHUTOPUPO-
Banue DKI Moxer He 3aperucTpupoBaThb TaxXu-
aputMuu [3].

CylIecTBYIOT pa3MUHbIe MOAXOAbl K BEASCHUIO
MalueHToB ¢ cuHapoMoM/dpeHomerHom BITY. Tak,
COIJTaCHO pexoMmeHaanusaMm 36-ii berecackoil KoH-
(epenun, npopeneHue DU HeoOXOOUMO U
Yy aCUMIITOMHBIX CLIOPTCMEHOB, a TAKXE Yy aTJETOB,
YYacTBYIOIIMX B COPEBHOBAHMUSIX CpeIHE U BbICO-
KOI MHTEHCUBHOCTU ¢ HannuueM KapTuHbl BITY no
OKT [10]. ITo pekomeHaalusm EBponeiickoro 06-
mecTBa Kapauojiorop, DM®U ciemyeT BBINOJIHSITh
BCEM CIIOPTCMEHAM C WIEHTU(MULIUPOBAHHBIM
BITY, HezaBucuMmo ot Buja cropta [11]. B kauecTse
Teparuu BCEM aTJIeTaM C CUMIITOMaMMU, a TAKXKE BbI-
cokuM puckoM BCC pekoMeHI0BaHO MPOBEIECHUE
paguodactoTHoit abnamuu (PYA) JIIIII. IToka3za-
Hus g npoBegeHus sHIo0-O®U u PUA, B Tom
yuciae npu cuaapome BITY, omy0imKoBaHbI B peKO-
MeHaalusax Bcepoccuiickoro HaydHoOro oolecTsa
apuTMoJioros [12].

BosBpaiuenue B cnopT nocie PUA 3aBucut or
HaJW4yusi CUMITOMOB M OT JAaHHBIX WHCTPYMEH-
TaJlbHOTO 00cie0BaHKs. beccCuMIITOMHbBIE CITOPT-
CMEHBbl C HOPMaJIbHBIMU CBOMCTBAaMU aTPUOBEHT-
puxkynsipHoro (AB) mposenenust nmo DKI moryt
BEPHYTbCSA K 3aHATUAM CIIOPTOM Yepe3 HeIesto
[10]. Ha knuHMUYeCKUX MTpUMeEpax Mbl IEMOHCTPU-
pYEM aJITOPUTM BeJEHUS MAlMeHTOB C CUHIPOMOM
BITY.

Knnamgeckuni caydail cnopTcMeHa
CO CKpbIThIM cuHApomoM BITY

CnoprcmeHn JI., 14 net, 3aHuMascst 6ackeTo0-
joM 6osiee 5 aet. C 2012 r. Habmonaercst B MB®DJ1
Ne 1. ExxeromHo mpoXoauT yriyoJaeHHOe MeIUIIH-
ckoe obcienmoBanue (YMO), Bkmouarwoniee DKI,
axokapauorpapuio (OxoKI'), XM. M3 anamHesa:
CUHKOIIEe, TIpecuHKome, 00oau B Ipydu, cepaleoue-
HHUe oTpuiiaeT. M3BecTHo, 4To y dema IO Mare-
PUHCKOM JIMHUY ObLT UMIUTAHTUPOBAH DJIEKTPOKap-
MUOCTUMYJISITOP B CBSI3W C MIPOBEIACHHOW abarueit
AB-coenuHeHMsT u3-3a HaIW4uus pedpakTepHOi
K aHTMApUTMUYECKOI Tepanuu (pUOpUILISILIN/Tpe-
MNeTaHus TPEACEPAr C BBICOKOW YaCTOTOU MpOBe-
nenust, ciydan BCC B ceMbe OTpHIIAET.

Ha OKT ot 24.10.2017 r. 3aperucTpupoBaHbl CU-
HycoBas Opagukapaus ¢ YCC 57 yn/MuH, HeroJ-
Has 6J10Kaaa nmpaBoii HOXXKM myyka Iuca.

ITo nanubiM OxoKI ot 01.11.2017 r. BbIABIEHA
HavaJibHasl TUMEPTPOGUST MEXKETYI0UKOBOM Me-
peroponku (M2KIT) no 11,1 mm (N mo 9 mm), 1ipo-
naric mutpajbHoro kiamaHa (ITMK) 1 cr., mur-
panbHas peryprutaius (MP) 0—1 ct., momojaHu-
TeJabHas Xxopaa JjeBoro xenaymouka (JAXJI2K),
¢dpakumst BbIOpoca — B npefesiaX HOPMBI.

ITo manabeiM XM («Kapmuorexnmka-07-3») ot
22.11.2017 r.: cuHycoBas OpaauKapausi fHeM (Cpe-
Hag YCC 64 yn/MUH), peTUCTPUPYIOTCST Tay3bl 3a
cuet octaHOBKM cuHycHoro y3ia (CVY) or 2212 no
3152 mc (24 B cyTKHM), OOMHOYHAS XKEIyZOUYKOBast
9KCTpacUCTOjIa B AHEBHOE BpeMs (puc. 1, a).

[TatimeHT OBLT HaMpaBJieH Ha YPECITUILEBOTHOE
DOU ¢ nmomo3peHreM Ha cuHApoM ciaboctu CV.
ITo panHbIM 4pecnuueBogHoro O®U  or
15.12.2017 . ooHapyxeH cuHapom BITY, ckpbiThiit
tun. OpronpomHas AB-peunnpokHast Taxukapaus
¢ yuactuem JITII. DaekTpodusznonornyeckue mo-
kazarenu CVY B mpenenax HopMblI (puc. 1, 6).

bosnbHOMY OBLT MOCTaBJieH IMArHO3: CUHIPOM
BITY, cKpbIThIii THIT; TApOKCU3MaJIbHAsI OPTOAPOM-
Hast AB-peuunipokHasi Taxukapaus (JIeBblil, mepea-
HebokoBoit mytn Kenra); nucynkuus CY Berera-
TUBHOIO TeHe3a; HavyajbHas runeprpodus MXKII;
I[TMK 1 ct.; MP 0—1 cT1.; AXJIXK.

YuuThIBast pe3yabTaThl MPOBEICHHOTO 00CIen0-
BaHUs, ALMEHT IMOMagaeT B IPYNIy pUcKa pa3Bu-
TUSI 3JI0KAYECTBEHHBbIX apuTMuii. CrIOpTCMEH ObLT
HampasjeH Ha PYA JITIII.

Ilpomoxoa onepauuu

HcxonHo Ha DKI peructpupoBajcs CUHYCOBbBII
pUTM 0€3 NMPU3HAKOB MPEABO30YKICHUS KEITy104-
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koB ¢ UCC 68 yn/mun, P—R 150 mc, QRS 60 mc,
Q—T 380 mc. I1poBeneHbl MyHKIIMST TPaBOii BHYT-
peHHel sipeMHOI BeHbl (MHTpoabiocep 7 Fr) MHo-
TOTIOJIIOCHBIM JMarHOCTUYECKUM 3JIEKTPOIOM, Ka-
TeTepu3upoBaHUE KaMmepbl cepila. BelmosHeHa
MYHKLMS IIpaBoii 0ea1peHHOI BeHbl (MHTPOIbIOCED
7 Fr). IlocpeacTBoM MHTpoOJbIOCEPA B MPaBbIii XKe-
Jymo4YeK BBEAEH IUArHOCTMYECKUIN BJIEKTPO..
[Mpu npoBenennu s3H10-ODU: aHTEepOrpagHO-MH-
TEPMUTTHUPYIOIIEe BO3OYKIEHUE XeTyIOIKOB, 3(]-
(bexTuBHBIN pedpakrepHbiit iepuon (BPIT) AITIT
230 Mc. Ilpu kapTUpOBaHUM OMpeeeHa 30Ha JOo-
kanmzauuu JAIIIT — neBast nepenHeOOKOBasi 4acTh
MuTpaibHoro Kojblia. [IlyHKTUpoBaHa TpaBasi 6e/1-
peHHas aprtepus (uHTpomblocep 7 Fr), yepe3 Hee
peTporpajgHbIM JOCTYIIOM B JIEBBII XKeTy10ueK BBe-
IeH aOMallMOHHBIN 3JIeKTpon. BwImomHeHa cepus
anIuIMKalvii B 3TO 00JIaCTU OpoIllaeMbIM 3JICKT-
ponoM tuna B ThermoCool — ¢ apdexkrom. Yepes
30 MUH IIpM MPOBEACHUU IIPOrpaMMUPYEMOM CTH-
MyJasunu: aHteporpagHo — OPIT npencepnmii 290
Mc, Touka Benkebaxa 176 mmr/muH. Ilpu perpo-
IpagHON CTUMYJSLUU U3 MPABOTo KEJAyaouka HeT
MPOBEICHUs TI0 TOIMOTHHUTEIBHBIM TIPEaCepPIHO-
KeJyTOYKOBBIM COEAWHEHUSIM Ha TMpeacepaus,

Puc. 1. JlanHble obGciienoBaHMS Talu-
eHra JI., 14 ner:

a — GbparMeHT XOJITePOBCKOTO MOHUTOPUPOBA-
HUSI, Ha (hoHe maysa UIMTEIbHOCThIO 3152 Mc;
6 — (bparMeHT YpeCTUIIEBOIHOTO IEKTPODU-
3UOJIOTUYECKOTO MCCIIEIOBaHUS, 3aperucTpu-
pOBaHa MapoKcU3MabHasi aTPUOBEHTPUKYIISIP-
Hasl peLIMIIPOKHasl TaXMKapaus ¢ ydacTHUeM J10-
TTOJTHUTEJILHBIX TIYTEl TIPOBEACHUSI

BEHTpUKYyJIoaTpuaiabHas auccoumanus. Karerepsl
W WHTPOIBIOCEPHI U3BJIeUeHbI. Ha MecTo myHKIMiA
apTepuii 1 BEeH HAJIOXEHBI aCENTUYECCKIE HAKIEUKNU
W TaBSIINE TTOBSI3KH.

[Tocne onepaTUBHOTO JIeYEHUSI IO pe3yJIbraTam
OKI u XM gaHHBIX 0 HapyLIeHUU PUTMa U IIPOBO-
IUMOCTHU He moiydeHo. Yepe3 1 Hen mammeHTy ObI-
JIM pa3pelleHbl NOCTeIEHHOE YBeJInyeHue pusnde-
CKOW Harpy3Ku W BO3BpaIllCcHUE B CITOPT.

Knuaugeckui caydail acCHMITOMHOTO
cnoprcmena ¢ BITY

Cnoprcemen ., 13 ner, 3aHuMaCcst XOKKeeM
okoJo 6 jet. C 2018 . Hatmonaetca B MB®/ Ne 1.
ExeronHo mpoxonun YMO, sximouaromiee DKI,
DxoKI. 3 anamHe3a: cMHKOIIe, IPECUHKOTIIEe, 00/In
B Ipyau, cepauedueHue orpuuiaeT. HacieacteH-
HOCTb He OTSTOIIEHA.

Ha BKIT ot 01.03.2018 1. 3aperucTpupoBaH Cu-
HycoBbIll put™M ¢ YCC 65 yn/mMuH. @enomen BITY,
MaHU(ECTUPYIOIIUIA THII.

IMo manabiM DxoKT ot 16.02.2018 . o6Hapyxe-
Ha MP 0—1 ct., AXJIXK. Ilo pesyapbratam XM
(«Kapmuorexuuka-07-3») or 01.03.2018 r.: cuHyco-
Bblii put™M ¢ YCC ot 50 no 143 ya/mMuH (cpeaHsis
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YCC 70 yo/mun), peructpupyercst ¢peHomeH BITY,
uHTepMuUTTUpYIomMit  tin  (90%  BpemeHM)
(puc. 2, a).

s nckmouenusi cuaapoma BITY u oueHkm
anekTpodusnogorndeckux cporcts JAI1I1, ¢ menbio
cTpaTuUKALMU PUCKA PA3BUTHS 3710KAUYECTBEH-
HBIX apUTMUI MalMeHT ObLT HAITpaBJieH Ha YPECITU-
meBogHoe ODDPU. Ilo ero pesyirbraTaM oOT
22.03.2018 r. ooHapyxeH cuHapom BITY, unHTep-
muttupyomuii tTum. OproapoMmHas AB-penunpox-
Hast Taxukapausi ¢ yyactuem JIII. Daektpodu-
3uojorndeckue nokasareau CY B mpenesax HOpMbI
(puc. 2, 6).

[MTauuneHTy ObLT TMOCTaBJIeH AMArHO3: CUHIPOM
BITY, MHTEepMUTTUPYIOIIMN TUII; OPTOAPOMHAs
AB-peuunpokHasi Taxukapaus ¢ yaactuem I TTI1.

YuurbiBasi pe3yJibTaTbl MPOBEAEHHOTO 00CeN0-
BaHUs, OOJILHON MOMNaAaeT B IPyNIly pucka pa3Bu-
THUS 3JTOKAQYECTBEHHbIX apuTMuii. CriopTcMeH ObLI
HanpasieH Ha PYA JITIII. I1pu BbIlOJIHEHUU KOH-
TposbHOTO upecnuiieBogHoro DMU mocre omnepa-
TUBHOTO JieueHus nposeaeHue no I He 3apern-
crpupoBaHo. DKI' u XM pgaHHBIX O HapylIeHUU
pUTMa U MPOBOAMMOCTH He BbIsIBUIU. Yepe3 1 Hen
NaluMeHTy ObLIM pa3pelleHbl MOCTENEHHOE YBEJIU-

-} ﬁw m%w JWWW»WWWMM i

gt

HWIIAM i

Puc. 2. Jlannble oOcjieqoBaHUsI TalMeH-
ta II., 13 net:

— (bparMeHT XOJNTEPOBCKOTO MOHUTOPUPOBAHUSI,
Ha (OHE CHMHYCOBOTO PUTMa perucrpupyercs de-
HoMeH Bonbda—IlapkuHcoHa—Yaiita, UHTEpMUT-
TUPYIOLIUIA TUIT; 6 — (parMEeHT YPECMULLIEBOTHOTO
3J1EKTPOPU3NOIOTMYECKOTO MCCIe0OBaHUS, 3ape-
THCTPUPOBAaHA OPTOAPOMHASI aTPUOBEHTPUKYJISIP-
Hasl PELIMITPOKHAS TaAXUKAPIUSI C y4aCTUEM JOTIOJ-
HUTEJIbHBIX TTYTe! TIPOBEICHUS

yeHUe (U3NUECKOM Harpy3ku M BO3BpalllcHUE
B CITOPT.

OGcyxaenune

JaHHble KITMHUYECKKUE TPUMEPDI IEMOHCTPUPY-
0T HEOOXOAMMOCTh exxerogHoro YMO y ciopTcme-
HOB C HapyuleHUSIMM PUTMA W TPOBOJMMOCTH.
Kpome Toro, HEKOTOPBIM M3 HUX C LIEIbI0 YTOUHE-
HUS auarHo3a win onpeneiaeHus csoucts JAITIT mo-
KET ObITh PEKOMEHJ0BAHO MPOBEACHUE YPECTTUIIIE-
BogHoro D®MU. B Hamem ciaydyae BBHITTOJTHEHUE
VMO no3Boiauyio UACHTUDUIMPOBATH CUHAPOM
BITY, B ogHOM U3 cilydaeB CKPBIThI, U MPOBECTU
apdexkTuBHOE JeueHne — PYA momoaHUTEIbHOIO
MyTH TIPOBEJEHUS.

CBoeBpemeHHOe BbinosiHeHUe PYA crtano oco-
OEHHO aKTyaJIbHO I10CJIe TOro, KaK ObLIM MpeACcTaB-
JieHbl otaaneHHbie pedyabratel PYA JITITI B conoc-
TaBJEHUU C €CTECTBEHHBbIM TeueHueM ¢eHoMe-
Ha/cuHapoMa BITY, koTopble mokaszanau, 4TO TMpU
crpatudukauuu pucka BCC cymecTByeT mopasu-
TeJibHasl pasHUlla MeXJy MaluueHTamu ¢ (peHoMe-
HoMm/cuHapoMoM BITY, koTopbiM ObuUla M He ObLia
npoBeageHa PYA JIIIIT [7]. Tak, mo maHHBIM
C. Pappone et al., koTopbie HaOIOIAIM B TEUSHHE 8
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JieT 2169 60bHBIX ¢ cuHAPpOMOM/heHoMeHOM BITY
(u3 Hux B 1168 cinyyasix Oblna BeImojsHeHa PUYA
JIIIT, aB 1001 — He 6b11a). Hu y ogHOTO ITanieHTa
¢ (enomenom/cunapomom BIIY, xotopbim Oblia
nposeneHa PYA JITTII, He ObL10 3aperucTpupoOBaHO
BCC mmu @K, B TO BpeMs Kak B caydasix, KOrjga
oIepaTUBHOE JIeUeHHE He BBIITOJHSUIOCh, 2 U3 451
(0,4%) cumnTomMHOro GosbHoro m y 13 ms 550
(2,4%) 6ecCMMIITOMHBIX MTALIMEHTOB ObLIa 3apEeruc-
tpupoBaHa ®XK (B 3ToM mMccienoBaHNM Bce OOJTb-
Hble ObUIM YCIELIHO PeaHNMUPOBaHEI) [7].

PesynbraTel HaOMIOEHUS OTEUECTBEHHBIX aBTO-
POB TakXke yKa3bIBalOT Ha BbICOKYIO 3(DheKTUB-
HocTh PYA y nanuenToB ¢ cunapoMmom BITY. Cpoe-
BpeMmeHHoe BeinoaHeHue PYA JIITII y aui ¢ Bico-
kuM puckoMm BCC cHuxaer pucCK pa3BUTHUS
TPO3HBIX OCJOXHeHui [4, 9, 12, 13].

3axioueHue

Takum oOGpa3oM, HEOOXOAMMO TILATEILHOE 00-
cleloBaHUE CIIOPTCMEHOB C WAEHTUOULMPOBAH-
HBIM (peHoMeHoM/cuHapomoM BITY BHe 3aBucu-
MOCTH OT HAJIMYMSI CUMIITOMOB, a Tak3Ke TpY yKas3a-
HUU ceMeliHoro aHamHesa. CrenyeT yaensiTh
npucrtajbHoe BHUMaHue gaHHbiM DKI, XM Bo Bpe-
M YMO y aT/ieToB IeTCKUX IOHOIIECKUX IIKOJT, TaK
KaK OHM COCTaBJISTIOT TPYIIITY BBICOKOTO pPHUCKaA
BCC. PYA paer BO3MOXHOCTb YMEHBIIUTh PUCK
BCC y cnoptcMenoB ¢ cunapomom BITY u nosBso-
JIIET UM 4epe3 KOPOTKOEe BpeMs BEPHYThCS K 3aHSI-
THSIM CITOPTOM.

Kondghauxm unmepecoe
KondmmkT nHTepecoB He 3asBIsIeTcs.
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Tenemuueckue mymauuu s6450MCcs 00UWENPUSHAHHBIMU NPUMUHAMU HACAEOCBEHHBIX (DEeHOMUNUYECKUX
cdsueos. 3asepuienue npoekma «lenom uenosexa» u mexwuueckue 0OCMUNCEHUs, KOMOPble NO360ASIIOM
npoeooUmMs  8bICOKONPOU3B00UMENbHOE CEKBEHUPOBAHUE, NPOOGUHYAU UCCAe08aHUS 6 obaacmu
2EHEMUMECKUX CUCHAMYP, KOMOpble ACCOUUUPYIOMCS ¢ 3a001e6AHUSMU YeN08eKa U, B03MOICHO, BbI3bIGAIOM
ux. Ha oannviii momenm nam cmano ussecmno o Oonee uem 40 paziuunvix cepoeHo-cocyOucmuix
3a001€8aHUI, KOMOPble HANPAMYI bI36AHbL MYMAUUAMU 6 2eHaX, KoOupyrouwux beaku cepoya. K makum
cep0euHO-cocyOucCmolM — NAMOAORUAM — OMHOCAMCSA  NepPeUYHble  aApUMMOeHHble — 3a00/1e6aHUs,
Hacaedcmeennble KApoOUOMUONAMUU, HapyuleHus o0MeHa eeujecme U 6pojicOeHHble NOpoKu cepoya.
Hoenmugpukayus eceHemuueckux PUHUH HCUSHEYSPOICAOUWUX APUMMULL 6edem K 0onee KauecmeeHHOl
U panueil OUAHOCMUKe Y AUY, NOOBEPICEHHbIX PUCKY BHE3ANHOU cepOeyHOl cmepmu, U 8 HeKOMOpPbiX
cAyHasx nomocaem ONMUMU3UPOGAMb Mepanuilo, a makxdyice UH@Gopmuposams o npocHoze. Mol
npedcmaensem 0030p MEKYUUX 3HAHUL O POAU 2eHEMUMECKUX (PaKmopog 6 pasgumuu apummoOeHHbIX
3a001€8aHUIL C 8bICOKUM PUCKOM KAPOUOLEHHOU CMEPMU U 3HAYEHUU MOACKYNAPHO-2eHeMUYeCKUX Memodos
uccnedoganus 6 cmpamu@uUKayuu pucka y 0aHHoi epynnol 004bHbIX.

Kawueswvie cnoea: namoeennas mymauyus, HaciedCmeeHHbvle apummuu; Guopuriayus npedcepouil; gHe-
3anHas cMepms; 2eHOMUNUPOBAHUE; NePEUYHble KAHAAONAMUU.
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Genetic mutations are generally recognized causes of hereditary phenotypic changes. The completion of the
Human Genome Project and technological advances that allow to fulfil high-throughput sequencing have
advanced the research of genetic signatures that are associated with human diseases and possibly cause them.
At the moment, we know more than 40 different cardiovascular diseases which are directly caused by muta-
tions in the genes encoded by heart proteins. Such cardiovascular diseases include hereditary cardiomyo-
pathies, primary arrhythmogenic diseases, metabolic disorders and congenital heart diseases. Identification
of the genetic causes of cardiovascular diseases leads to better and early diagnosis for persons at risk and, in
some cases, helps to guide therapy, as well as inform about the prognosis. In this article, we offer a review of
current knowledge about the role of genetic factors in the development of arrhythmogenic diseases and the role
of molecular-genetic methods in risk stratification for this group of patients.

Keywords: pathogenic mutation; hereditary arrhythmias; atrial fibrillation; sudden death; genotyping; pri-
mary channelopathies.
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3a mocnemHue OBa OECATWIETUS ObLIM TOCTUI-
HYTbI 3HAUUTENIbHBIC YCTIEXU B OINpEICICHUN TeHe-
TUYECKOM OCHOBBI MHOTHUX CEPAEYHO-COCYIUCTHIX
3a00JIeBaHUI, BKJIHOYAsT IEPBUYHBIC ApUTMUYCCKUE
0oJIe3HU ceplla, HAC/IeACTBEeHHbIC KapaAUOMUOIIa-
TUM, HapylIeHUsT OOMeHa BEIleCTB U BPOXKICHHbBIE
nopoku cepaua. Ho cambiM 3axBaThIBalOLIMM MO-
MEHTOM SIBJISIIOTCSI TIOpa3uTebHbIE TOCTHXKEHMUS
B 00JIACTU TEeHETUYECKUX TEXHOJIOTUIA, KOTOPBIE OT-
MeueHbl 3a mocienHue 3 roga. OT CKpUHUHTA FEHOB
10 OITHOMY, 3aTeM CKpMHUHTA IaHeneir 5—10 reHoB
MBI IIEpELIM B 310Xy ckpuHuHTa ot 50 1o 100 cep-
JICYHBIX TEHOB B OJHOI TMAHEJIU, YTO OCOOCHHO aK-
TyaJIbHO B cJlyyae HACJIeICTBEHHO O0YCIOBJIEHHOIO
pUCKa pa3BUTHUS KM3HEYTPOXKAIOIMIUX apUTMUI.
OTU BO3MOXHOCTH MOSIBUINCH 0J1aromapsi TEXHOJIO-
TUsSIM CEKBEHUPOBAaHUSI HOBOTO MOKOJIEHUsI, KOTO-
pble ciayxaT miaT@opMoil IS CeKBEHUPOBAHUS
MHorux cermeHToB [HK, mpoBonasitcss ObICTpO
1 00CTOSTENIbHO, Cpa3y MO MHOTUM reHaM. JleicT-
BUTEIBLHO, TEXHOJIOTUSI CEKBEHUPOBAHUS LIEIbHOIO
sK30Ma (whole-exome sequencing), MocpeacTBOM
KOTOpOro Bce 23 ThIC. 0eT0K-KOAUPYIOIINX T€HOB,
COCTaBJISIIOLIMX YEJIOBEUECKUI OpraHu3M, MOTYT
OBbITh CEKBEHUPOBAHKI B OTHOM TECTE, PEBOJIIOLINO-
HU3MPYET Hallle TOHUMaHNe TeHETUYECKOM OCHOBBI
MHOT'MX HacJeCTBEHHbIX 3abojeBaHuil. MaeHTU-
(hukalus reHeTUYeCKuX MPUYMH HaCAeACTBEHHBIX
apuTMUI BedeT K 0oJjiee KauyeCTBEHHOW UM paHHEN
JUATHOCTUKU Y JIWLI, MOJABEPKEHHBIX PUCKY BHE-
3aITHOM CEpAEYHONM CMEPTU U B HEKOTOPBIX CJIydasix
romMoraeT ONTUMU3UPOBATh Tepanuio, a TaKXe WH-
¢opmupoBaTh 0 mporHose. B HacToseM o63ope
MbI OCBEIllaeM pOJib FeHETUYEeCKUX (PaKTOPOB B pa3-
BUTUM apUTMOTEHHBIX 3a00JIeBaHUN C BBICOKUM
PUCKOM KapAWOTeHHON CMEpPTU U 3HAUEHUE MOJie-
KYJISIPHO-T€HETUUECKUX METOIO0B HCCJIEAOBAHUS
B cTpaTUdUKALMM pUCKa Y JAHHOU I'pyIbl OOJb-
HBIX.

CorjacHO TeKylleil OILIEHKE, 'eHOM ueJioBeKa
COCTOUT MPUMEPHO M3 3,2 MJpIO map OCHOBaHWIA
JHK, xoTopble HaCUMTHIBAIOT OKOJIO 23 THIC. Te-
HOB. A30TUCTbIE OCHOBaHUSI HYKJICOTUIOB 00pasy-
1oT mapy B 1ernouke JIHK ¢ momonibio BogopomHbIX
CBs13€ii, MPU ITOM alleHWH (A) KaHOHUYeCKHU (pop-
MUpPYET crnapeHHoe ocHoBaHue ¢ TUMUHOM (T),
aryaHuH (G) — c uuto3uHoMm (C). Kaxblii reH ori-
penensieTcss Kak MOJISKyJsipHasi eIMHUIIA, KOTopast
moxeT KomupoBath Kak PHK, Tak u 6enku, mpen-
CTaBJsIONIMe COO0 BaXKHEHUIIMI CTPOUTEIbHBIN
Marepuaj B opranusme desioBeka. OyHKIIMOHAIBHO
BKCIpPECCUs] TEHOB B KapAMOMUOLIMTE OIpeacsieT
CHMHTE3 KJIIOYEBBIX KJIETOYHBIX CTPYKTYP, B TOM YMC-

Jie capKOJeMMbl, TpaHCMEMOPaHHBIX MOHHBIX Ka-
HaJIOB, LIUTOCKEJIETA, a TAKXKE JIEMEHTOB 9MOPUO-
HaJIbHOTO pa3BUTUS cepaua. [Ipu BOBHUKHOBEHUU
neeKTOB B IreHax, KOAUPYIOIIMX O€IKU Kapauo-
MUOLIMTA, MOXET Pa3BUTbCS (DEHOTHUIT CEepPACUHO-
cocyaucToro 3aboneBaHus [1].

IeHHBIN gedekT (MyTalusl) 3aKI04aeTcsl B Ha-
pYILLIEHUU TIOCAeN0BaTeIbHOCTH aMUHOKMCIIOT WU
B 3aME€HE OJHOM aMMHOKMCJOTHI Ha Japyryio. Td-
JKeCTh TeYeHMUs 3a00JIeBaHUST 3aBUCUT OT BbIPAXKEH-
HOCTU (DYHKIIMOHAJIbHOW HENOCTaTOYHOCTU 3DKC-
MPeccupyeMoro reHoM MyTaHTHoOro Oenka. bonb-
IIMHCTBO OMMCAHHBIX TEHETUYECKUX AETEPMUHAHT
apUTMOTIEHHBIX 3a00IeBaHUI MPEACTaBISIIOT COOOM
TOYKOBbIE OJIHOHYKJIEOTUIHbIE 3aMEeHbl (MUCCEHC-
myTanuu). Hapsny ¢ TOYKOBBIMM MYTallUSIMUA HO-
BOJIbHO YacTO MPUYMHON HACAEACTBEHHBIX apuT-
MU SBJISIIOTCS AeJIeMM W MHCEePLUU CEeTMeHTa
JAHK pa3zmepoM OoT 0gJHOIro HyKJIeoTHaIa J0 CyOXpo-
MOCOMHOTO cerMeHTa. OHM BBIIBISAIOTCS v 16,5%
1 6% 60sbHBIX cOOTBeTCTBeHHO [1]. Ecm Konuue-
CTBO JIEJIETUPOBAHHbBIX MJIM BCTaBJEHHBIX HYKJIEO-
TUIIOB HE KPAaTHO TPEM, paMKa CUUThIBAHUSI TEHETH -
YeCKOro Koja CABUTaeTcsl, YTO MPUBOAUT K 00pa3o-
BaHWIO Oejika, HEe CMOCOOHOr0 HOPMaJIbHO
¢dyHKUMOHUpPOBaTh. Ellle OMHUM TUIIOM OITHOHYK-
JIGCOTUJIHBIX 3aMEH SIBJISIIOTCSI MyTallMU, BOZHUKAIO-
1IM€ Ha TPAHU1IE SK30HOB U UHTPOHOB, TaK Ha3bIBa-
eMble CIUIaliCUHTOBBIE MYTallMM, BBISIBJISIEMbIE
y 9,5% nauuenTos [1]. [1py HaIMIMK TaKUX MyTa-
LM HapyllaeTcsl HOpMaJbHbIM MpoLecc Cruiamn-
CUHTA WJIN 00pa3yeTcsl HOBBIM CAUT CIIaiicHra 3a
CYET yTPAThl CMEXHOIO C MyTallMeil 9K30Ha UJIU He-
BbIpE3aHUSI COOTBETCTBYIOIIETO WMHTPOHA B XOJE
npoueccuHra neppuuHoro PHK mpoaykra, urto
00yC/IOBIMBAET OoJjiee TsKeJble IMaToJOrM4ecKue
cocrostHusl. [Ipy BO3BHMKHOBEHMM HOHCEHC-MYyTa-
LI TaKXKe MPOUCXOAUT 3aMEHa OIHOTO HYKJIEOTU-
nma B mosekyne JJHK, omHako, B oTiimume oT Muc-
CeHC-MyTallvii, B 3TOM cjlyyae HaOitogaeTcs: oopa-
30BaHUE TEPMUHUPYIOIIETO KOAOHA (CTOM-KOJ0HA),
KOTOPBIN MpeKpallaeT mpouecc TpaHCIsILUU, B pe-
3yJIbTaTe YEro CUHTE3UPYETCS YKOPOUEHHBIN 010K
C U3MEHEHHBIMM CBOMCTBAMU. TaKoii THUII MyTallMiA
obHapyxuBaeTcs ipuMepHo y 12,2% 60abHbIX [1].
HoHceHc-MyTaly 0ObIYHO TTPUBOIST K BhIPAXKEH -
HOMY (eHOTUNy 3a00jeBaHUS, OOHAKO TSLKECTh
KJIMHUYECKUX TPOSIBICHUI 3aBUCUT OT JIOKaIu3a-
LIMM TOYKOBOI 3aMEHbI: YeM OHa OJiMXke K Hauvaly
TPAHCKPUIILMAU, TEM KOpoUe OEJIKOBbIA TPOMYKT Te-
Ha U TsiXesiee TeueHUe 0osie3Hu. Takue yKopoueH-
Hble OeJIKM, KaK IpaBUJIO, HE CIOCOOHBI BBIMOJ-
HSITh CBOM (DYHKIIMU U ObICTPO AerpanupytoT. Eciu
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HOHCEHC-MYTallX VI MYTaIliHd CO CIABUTOM PaM-
K/ CYMTBIBAHUS PacloyioXeHbl B 5'-00J1acTH reHa,
TO OHU MOTYT MPUBOAUTH K MPeKpalleHNIo MpoLiec-
COB TPAHCKPUIIIINU U TTOJTHOMY OTCYTCTBHIO OEJIKO-
BOro mpoaykra. Takue MyTalluu 4acTO Ha3bIBalOT
HyJaeBbIMH (null mutation).

Ha ceroaHsiHuii AeHb BBISIBJICHBI THICSYY TTPU-
YUHHBIX TeHHBIX MyTaluii ajst 6osiee yem 40 pas-
JUYHBIX TEHETUYECKUX 3abojeBaHMi cepalia.
B tabnuie 1 mpencraBieH COKpallEHHBINA CITUCOK
HaumboJjiee pacrpoCcTpaHEHHBIX TTPUINHHO-CIIEICT-

BEHHBIX T€HOB, UACHTU(MULIMPOBAHHBIX 10 HACTOSI-
IIET0O BPEMEHU M BCTPEUAIONIMXCS HE MEHEee 4YeM
y 5% reHOTUTIMPOBAHHBIX TTPo0aHIoB | 1]. MyTarum
B JAHHBIX T€HaX TPUBOIAAT K Pa3BUTHUIO MHOTHX
apUTMOTEHHBIX 3a00JIeBaH1, KOTOpPbIE MOTYT MPO-
TeKaTb U30JMPOBAHHO, HO MOTYT 1 COMPOBOXIATh-
csl CTPYKTYPHBIMU MU3MEHEHUSIMU MMOKapaa (mep-
BUYHbIE KapJAMOMMOMATHM), U OHU HACJIEIyHTCs
COIVIACHO MEHJEJIeBCKUM 3aKOoHaM. [eHeTuueckas
OCHOBa TaKOro MHOTro(akKTOPHOro 3aboJsieBaHUs,
Kak ¢udpwusuns npeacepauit (PI1), ocraercs

Taonuma 1

OTBeTCTBEHHbIE TeHbI, MyTAIIMH B KOTOPbIX BCTPeYaIOTCs GoJiee YeM B 5% ciiyuyaeB HACJIeICTBEHHbIX apUTMHYECKUX
3a0oaeBanuii (amanTuposano u3 M.J. Ackerman et al. [1])

en Tokye Besiok YacroTa reHeTUYECKOTO
MOATBEPKIeHUA, %

Cunapom yminHeHHoro untepBaia Q— T (LQTS)
KCNQI (LQT1) 11pl5.5 a-cyobenuHuiia kaaueBoro kaHaina KvLQT1/ Kv7.1 30-35
KCNH2 (LQT2) 7q35 a-cyobenunuia kanesoro Kanana Kvl1.1 (hERG) 25—-40
SCNSA (LQT3) 3p21 o-cyobennHMIIa HaTpueBoro kaHana Navl.S 5—-10
KarexonammuHepruyeckas xemynoukonast Taxukapaust (CPVT)
RYR2 (CPVT1) 1g42.1 PuaHoamHOBEII peniernitop, n3odopma 2 60
Cunnpom bpyrama
SCNS5SA 3p21 o-cyobemMHNIIa HaTpueBoro KaHana Navl.S 20-30
CACNI1Ac 12p13.33 o-cyObeiMHMLIA KanblieBoro Kanana L-tuma Cavl.2
Bone3nu cepneyHoit MpOBOAMMOCTH
SCNS5A 3p21 o-CyObeIMHMIIA HaTpueBoro KaHajna Navl.5 5
Tuneprpoduyeckasi KapAMOMUOTIATHS
MYBPC3 11pl1.2 Muo3uH-cBsi3aHHbIN C-6e10K 20—45
MYH?7 14ql1.2 Tsxenas uenb -MUO3MHA 15-20
TNNT2 1932 Cepneunbiit TporioHuH T2 1-7
TNNI3 19q13.4 CepneuHslii TpornioHuH T3 1-7
ApUTMOTEHHAas1 TUCIUIa3Ms TPaBOTo XKeayJ049Ka
PKP2 12pl1 [MnakodwimrH-2 25—40
DSG2 18ql2.1 JecMornenH-2 5—-10
DSP 6p24 JlecMoIIaKUH 2—12
DSC2 18q12.1 JlecMOKOLIMH-2 2-7
JunatauioHHast KapAMOMUONATHs
TTN 2q31 Tutun 15-20
JunatauioHHast KapAMOMUOIATHsI C O0IE3HIMU CePAEYHON MPOBOAMMOCTH
SCNS5SA 3p21 a-cyobennHuIIa HaTpueBoro kaHana Navl.S 5—-10
LMNA 1q22 Jlamuu A/C 5—-10
HekomnakTHBIN MUOKap/ JIEBOTO XXeJyT0yKa
LBD3 10g22.2 LIM-cBs3bIBatoImii 1oMeH 3 5
PecTpukTiBHas KapAMOMUOIIATHS
MYH?7 14q11.2 Tsaxenas uens f-MUO3MHA 5
TNNI3 19q13.4 Cepaeunbiit TpornoHuH T3 5
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B IIOCTOSIHHOM (POKyce MHTEHCUBHBIX MCCJIeI0Ba-
HUI, XOTS HAa TaHHBIA MOMEHT HE YCTAaHOBJIEHO Ka-
KMX-T100 OKOHYATEIbHBIX IIPUIMHHBIX TeHETUYEC-
Kux nedekToB 6ojiee ueM Y 5% reHoTUIIMPOBAHHbIX
MalyeHToB [2].

YeTbIpe OCHOBHBIX cHocoba HaclieIOBaHUS
KpaTKo TIpeacTaBieHbl Ha pucyHke 1. BoabpmuHCT-
BO CEpACUYHO-COCYIMCTHIX 3a00JIeBAHUI SIBISIOTCS
ayTOCOMHO-JIOMUHAHTHBIMU, YTO OOYCIOBIMBAET
KJIMHUYECKYIO BBIPAXKEHHOCTh 3a00JIeBaHUST B CITY-
yae MPUCYTCTBUSI MYTALIMM TOJIBLKO B OJHOM aJijielie
[2]. B pe3ynbraTe BepOSITHOCTH Ilepeladyu MyTaHT-
HOTO aJUIeJIsi OT POAUTEJIe K IIOTOMCTBY COCTaBJIsI-
eT 50%. BoNbIIMHCTBO MEPBUYHBIX aPUTMOTEHHBIX
3a00JIeBaHUII HaCJIENylTCs MMEHHO TakKuM oOpa-
30M. OcTtajibHbIE TPU CHIOCO0A HACIEA0BaHMS, MO-
KazaHHbIE Ha IMarpaMMme, BCTpe4yatoTcsl 3HaUUTEb-
HO pexxe. st pa3BuTus 00JIE3HU MPU ayTOCOMHO-
pELEeCCMBHOM THIIE IepeJauyn TpeOyeTcsl, 4TOObI
YyeJIOBeK yHacseloBal MyTallMM Ha 00OMX ajlIesisx
(TO ecThb HacJaeayeTCsI IO OAHOM MyTallM OT KaX/10-
ro ponutesisi). BeposiTHOCTh mepenadyy reHHOM My-
TaLlMU OT POAUTEISI K TIOTOMCTBY B 3TOM CJIy4ae co-
craBiasier 25%. Cungpom JIxepsenmna—JlaH-
re—Hunbcena, cemeiiHag ¢dopma cuHApOMA
YIJIMHEHHOTO uHTepBasa Q—7, HaciaemayeTcsl IO

[1 IHO
5 Om

ayTOCOMHO-PELECCUBHOMY THUITY. X-CLEIJIEHHOE
HacjeloBaHWEe OTHOCUTCS K CUTyalluu, KOTJa TeH-
Hasl MyTallisl HaXoouTcs Ha X-XpoMocome. B aTom
cliyJae JIviia My>KCKOTO T10JIa pa3BUBAlOT (PEHOTHUII,
Toraa Kak >KEHIIMHBI Yyallle BCEro SIBIISIIOTCS Oec-
CUMIITOMHBIMM T€PEHOCUYMKAMU T€HHBIX MYTALIWIA.
ITokazaHo, uto peakue ¢GopMbl AUIaTALIMOHHOM
kapauomuonatun (JIKMIT) umeror X-cBsiz3aHHYIO
MOJeIb HaclieqoBaHus. HeKoMITakTHBIN MUOKap[
JIEBOIO KeJyAouyKa, MOMUMO ayTOCOMHO-AO0MMU-
HAHTHOTO, TaKXXe HacjeayeTcs 1Mo X-cLelIeHHOMY
pelieccuBHOMY TUMY [2].

[eHnB1, pacriojioxkeHHBIE Ha XpOMOCOMaxX B KJIe-
TOYHOM SIIpe, MOTYMHSIIOTCS MEHICICBCKUM 3aKO-
HaM HacienoBaHusl. OJHAKO CyIIECTBYeT U BHe-
saepHasa JJHK, koTopast HaXoauTCs B MUTOXOHIPY -
SIX LTIUTOILJIa3MBbl KJIETOK. MUTOXOHAPUAJIbHBIN THUIT
HacjeIOBaHUSI He OTHOCUTCS K MEHIEIEBCKOM MO-
JIeJIA Y, B OTJIMUME OT MyTallUii SIAEPHBIX TEHOB, MY-
taHTHass mutoxoHapuanbpHas [JJHK nepemaercs mc-
KJTIOYUTEJBHO MO0 MAaTEPUHCKON JIMHUM, UYTO O3HA-
yaeT HaJM4Me MATOJOIMU y BCeX NeTeil OO0JIbHOIM
MaTepy U POXICHUE 3M0POBBIX ACTell Y OOIBHOIO
OTLA U 3[0POBOIl MaTepu. MUTOXOHAPUU CIIyKAT
BaXKHEUIIIMM KMCTOUYHUKOM aJeHO3UHTpudocdarta,
HEO0O0XOAMMOTIO JIsI 00eCIIeUYeHUsT SHEPreTUIECKUX
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Puc. 1. qCTHpC HauboJjee pacIpoCTpaHEHHBIX TUIIA HACJIEAOBAHUS T€HETUYECKU AETEPMUHUPOBAHHBIX HAPYLICHU

puT™Ma cepaua:

a — ayTOCOMHO-I0MUHaHTHoOE (cocTapJisieT 6osiee 90% ciydaeB reHeTUUEeCKMX 3a00JIeBaHMII ceplilia); 6 — ayTOCOMHO-PELIECCUBHOE; 8 — X-CLIeTI-

JICHHOE€ PELECCUBHOE, ¢ — MUTOXOHIPHAIbHOEC.

O06o3HaueHUS: KBaapaTbl — MYXXUYUHBI; KPYTU — KEHIIMWHBI, ITYCTBIC CUMBOJIbI — 300POBBIC, ITOJTHOCTBHIO 3aITOJTHEHHBIC CUMBOJIBI — 00J1b-
HBIC; KPYT B CEPEANHE CUMBOJIA — 00JIMTAaTHBI HOCUTEb MyTaln,; HAIIOJJIOBUHY 3aroJHEeHHbI CUMBOJ — I‘CTCp03I/IFOTHbII71 HOCHUTEJIb MYy-

TaHTHOT'O TéHa B ayTOCOMHO-PELIECCUBHOI CEMbE
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rmoTpedHoCcTe KiTeTK!. Kak MOXXHO TIPENITOI0XNUTh
ncxons u3 gedekra CUCTeMbl OKUCIUTEIBHOTO (o-
copuaMpoBaHusi, OOJIbIIIE BCErO CTPaIamT opra-
HBbI, TPEOYIOIINE CaMbIX OOJIbIINX SHEPreTUYECKUX
3aTpaT. YKa3aHHbIE OCOOEHHOCTU OOBSICHSIIOT, T0-
yeMy MUTOXOHIpHaTbHBIE 00JE3HU, BKITIOUAast aTpoO-
¢uro 3puteabHOoro Heppa Jlebepa, MUOKIOHUYEC-
KYyI0 3MWIETNCUI0, MUTOXOHAPUATbHYIO MUOIATUIO
C pBaHBIMU KPACHBIMU BOJIOKHAMM, MUTOXOHIIPU-
aJIbHYI0 SHLEe(haT0NaTUo, KIMHUYECKU MOTYT ITPO-
SIBIIATHCS KaK (DeHOTUIT TUITepTPOUIECKO Kap-
Juomuonaruu (Wim ee heHoKomnuu) [2].

ApUTMOTreHHbIe 3a00jIeBaHUsI, HE COMPOBOXK/IA-
IOLIIMECS CTPYKTYPHOM IaTOJIOTUEN ceplia, B COBO-
KYMHOCTH OBbLIM OTpeae/eHbl KaK MOHHbIE KaHalo-
MaTUM, B CUJIY TOTO YTO OOJIBIIIMHCTBO MAEHTU(U-
IIMPOBAHHBIX MYTAllMii TIPOMCXOOUT B TeHaXx,
KOTOpPBIE OTBEYAIOT 32 (PYHKIIMOHUPOBAHUE KITIOUE-
BbIX CEPAEUHBIX MOHHBIX KAaHAJIOB U CBSI3aHHBIX
¢ HUMM OelKoB. [lo HACTOSIIEro BpeMEHU ObUIN
MNPEeUMYIIECTBEHHO MACHTU(GUIUPOBAHBI MYyTaLIUU
B reHax, KOTOpble KOAUPYIOT KaJueBble, HAaTPUEBbIE
¥ KaJTblIMEeBbIC KaHAIbl, HEIIOCPEICTBEHHO obecre-
YUBAIOIIME TPOLECChl ACTIONSIPU3ALIUU U PEIOJIsI-
puzanun. JledeKTsl KaHaTbHBIX TEHOB JIeXaT B OC-
HOBE TaKWX MEPBUYHBIX (HACIEACTBEHHBIX) KaHa-
JIoMmaTuii, Kak CUAPOM YIJMHEHHOro MHTepBajia
O0—T (long Q—T syndrome — LQTS), cunapom bpy-
raja, KaTexoJlaMUHeprudeckast moauMopdHas xe-
JIymoukoBas TaxukKapaus (catecholaminergic poly-
morphic ventricular tachycardia — CPVT) u cuna-
poMm kopotkoro wuHTepBana Q—7T (short Q-T
syndrome — SQTS) [3].

B Hacrosiiiee BpeMsl TepBUYHbIE KaHaJlona-
TUM — HOBasl, CTPEMUTEJIBHO pacTyllias rpyIina 3a-
OoJieBaHUIi, XapaKTepU3YyIOIIAsCsl BBICOKUM PHUC-
KOM Pa3BUTHUS XKU3HEYTPOXKAIOIIUX KETYTOUKOBBIX
apuTMUIA U BHe3anHol cepaeuHoil cmeptu (BCC).
Mx Takke Ha3bIBAlOT OOJIE3HSIMU 3JIEKTpOreHe3a
WM TEPBUYHBIMU BJIEKTPUYCCKUMU OOJIC3HSIMU
cepaua (primary electric heart disease), Tak Kak OHU
MPOSBIISIIOTCS TIPEUMYIIECTBEHHO MW MCKIIIOUM-
TeJbHO HaCJIeICTBEHHO O0YCIOBICHHBIMU HapyIIe-
HUSIMU 00pa30BaHUs U/ WKW pacpoCTpaHEHUS dJie-
KTPUUYECKOTO UMITyJIbca B MUOKape. B c¢Bs3u ¢ TeM
YTO U3MEHEHMSI, BbI3BAHHbBIE MyTallUSIMU, 3aTparu-
BalOT KJIETKY Ha YPOBHE MOHHOIO OOMeEHa, CTPYK-
TYpHbIE U3MEHEHUSI MUOKap/a B cIyvyae MepBUYHbBIX
KaHaJIOTIaTUif OOBIYHO OTCYTCTBYIOT.

buodusznyeckue cBoiicTBa MyTalii KaHaJIbHBIX
TEHOB U MX POJib B apUTMOIeHe3e ObLIU XOPOIIIO
M3y4YeHbI HA MOJEIbHbBIX KJIETKAX B UCCIIEIOBAHUSIX
in vitro. MyTaluMu KaJueBbIX KaHAIOB, UACHTU(DU-

upoBaHHbIe Y 60bHbIX ¢ LQTS, BbI3bIBAIOT CHU-
JKEHME WIM yTpaTy ToKa Kaius Bo 2-10 U 3-10 a3kl
noreHumana aecteus (I1J1) 3a cuer ymMeHbIIEHUS
YUCJIIEHHOCTH KaJMeBBIX KaHAJIOB Ha MeMOpaHe
KapIUOMUOIIUTOB WIN KUHETUUYECKUX Ac(PeKTOB
(yckopeHMe WHaKTWUBAILIMK/3aMeIIeHNEe aKTHBa-
LIMM), TO €CTh OOYCJIOBIMBAIOT MOTEPIO (DYHKIIMU
(loss of function — LOF) kanueBoro kaHaiaa. Myra-
LIMY HAaTPUEBBIX U KaJIbIIUEBBIX KAaHATIOB, TPUBOJIS -
mue K paszsutuio LQTS, xapakTepusytorcst Ouopu-
3UYeCKUM (DEHOTUIIOM YcuJieHUs (pyHKIMHM (gain of
function — GOF), BbI3bIBasg pOCT HATPUEBBIX
1 KaJBIIMEBBIX ACTIONSIPU3YIONINX BIUSHUN ITyTeM
Pa3IMYHBIX aKTUBALMOHHBIX WJIM MHAKTUBALIMOH-
HBIX KWHETMYECKMX HapylieHuit. B uyacTtHocTH,
MpU CUHAPOME YIIMHEeHHOro uHrepsaia Q—17 3-ro
tuna (LQT3) myraiuu B reHe SCNSA BbI3bIBalOT
3aMenyieHre OBICTPOI MHAKTUBAIINY O.-CYOBCTNHM -
1Ibl TOTEHIIMAT-3aBUCMMOr0 HAaTPUEBOTO KaHajia
Navl.5, cMeliast KpMBYO MHAKTUBAlLIMU K HETaTHUB-
HBIM TIOTEHIIMAIaM, W TaKKe IMPUBOIAT K yBeJIUUe-
HUIO TUIOTHOCTU MO3HETO BXOASIIEro HaTpUEBOTO
Toka (In,) Bo BpeMmst dasbi-tiato 1. Hecmorps
Ha pa3HOOOpa3Hble MeXaHU3Mbl, Hapyllalollue
HOPMAaJIbHYIO pab0Ty MOHHBIX KAHAJIOB, OOIIIAM JIJIST
Bcex myTtauuii LQTS pe3synbratom siBaiseTcst 3aMe/-
JIeHWe WU aCUHXPOHMU3M Mpoliecca perosipusaiui,
YTO CITOCOOCTBYET TOSBICHUIO PAaHHMX CIIEIOBBIX
MOCTAETONIPU3AIUA U PEANU3alUu TPUTTEPHOM
AKTUBHOCTH, WHAYIMPYIOUIEH XETyIOYKOBYIO Ta-
xukapauto (KT) Tumna nupyar [4, 5].

buodbusnueckuii acpdexr myrauuit npu SQTS
MPOTUBOIIOJIOXKEH 3(deKTaM MyTaluil, IIPUBOIS-
mux K passututo LQTS. M306bITouHas (yHKLIUS
kanmeBbix KaHanoB (GOF) ¢ yBennueHneM oTToKa
Kanusl Ha pasnuuHbix otanax [ uiu xe moteps
¢dyHkuum KanbuueBbix KaHanoB (LOF) ¢ ymeHbIle-
HUEM MPUTOKa KaJblLMs BO BpeMs ¢a3bl ruiato TT/1
MPUBOIAIT K Oosiee OBICTPOI pemnosipu3aliiy C 3a-
METHBIM COKpallleHrueM uHTepBaja Q—7 Ha 2JIeKT-
pokapauorpamme (DKT) [6].

PesynasraTom MyTanmii HaTpUEBBIX W KaJbllve-
BbIX KaHaJIOB Mpu cuHapome bpyraga ssisiercs
CHMXXEHUE TIMKOBOI IUIOTHOCTU TOKOB HaTpHUs
1 KaJbIUs Ha TTOBEPXHOCTH KapAMOMHUOLINTA, B TO
BpeMsl Kak MyTallMM B TeHaX KaJlueBbIX KaHaJlOB
1 UX MOAYJISITOpaX MPUBOIAT K YCWIICHUTO (DYHKITAN
(GOF) u yBenUueHUIO UCXOISIIUX PEMOISIPU3YIO-
KUX KajaueBblX TOKOB [7]. Hampumep, myraiuu
B HaumbOoJiee yacTo BcTpevamlieMcsa reHe SCNSA
npu cuHapome bpyrana, KonupyolieM HaTpueBbIit
kaHan Navl.5, meMoHCTpUpyioT OMO(pU3NYECKUIA
denorun norepu dpyHkuuu (LOF), odpatHbiit a¢h-
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(bexTy myraumit B aTom xe reHe npu LQT3. Dd-
¢exr LOF mnpu cunapome bpyrama oOycioBieH
TpaHCHsIMell M3MEHEHHbIX OEJIKOBBIX KaHaJloB,
KOTOpBIE INOO HE MOTYT JOCTUYD TJIa3MaTUIECKOM
MeMOpaHbl M3-3a Ae(hEeKTOB BHYTPUKJIECTOYHOIO
TpaHCIIOpTa, JMOO pa3pyIIaloTcs Yepe3 HOHCEHC-
onocpenoBaHHbli pacnag MPHK, nub6o nocturaior
ia3MaTUuecKol MeMOpaHbI, HO HE CIIOCOOHBI
HOpMaJbHO (bYHKIIMOHUPOBATh, HECMOTPS Ha TI0-
BEPXHOCTHYIO JiOKaiu3aluio. buodusnueckuii
aHaJIM3 MYTAaHTHBIX KaHAJOB B TTOCJTICIHEM CiIydae
MOKa3bIBaeT U3MEHEHUSI KWHETUKU aKTUBALIMU WU
WHAKTUBALIMYU (COBUT KPUBOU aKTWBAIIMU B CTOPO-
Hy 0OoJiee MOJOXUTEIbHbIX 3HAUCHUI, YCKOpEeHHast
WHAKTUBALIMS) 110 CPABHEHUIO C KaHaJaMM JUKOIO
THTA, YTO YBEJIMUYMUBACT CTETEHb JCTIONSIPU3AIINH,
Heobxoaumyo mig aktuBauuu [8, 9]. Hecmotpst Ha
pa3HooOpa3Hble MEXaHU3MBI TOBPEXIEeHUs, 00-
IIMM Pe3yJbTaTOM HapylleHUs (YHKIMOHUPOBA-
HUS HATpUEBbIX KaHaoB Navl.5 sBJsIeTCs] CHUXe-
HUE WX yTpaTa CyMMapHOTO BXOSIIIETO HATPUEBO-
ro ToKa, 4YTO TPUBOIUT K MpexaeBpeMeHHOM
penoysipu3aum, TPEeuMYIIeCTBEHHO B KJIETKax
SMUKapJa MpaBoOro Xejgyaouka, B TO BpeMs Kak
B DHIOKapJe perosipu3aiis MmpoTeKaeT OOBITHO.
Tak cozmaeTcs TpaHCMypajibHas TUCIIEPCUST PErio-
Jnsipusauuu, kKoTopast Ha DKI' orpaxkaercst B Buje
noabema cerMeHTa S7, MIpu 3TOM ACIMOJISIPU30BaH-
HBII 3HIO0KApA MOXET CTaTh UICTOYHUKOM ITOBTOP-
HOTO BO30YKIEHUS TTPEXKIECBPEMEHHO PETIOISIPU30-
BaHHOTIO 3MHMKapa, YTO CO3MaeT YCAOBUS I BO3-
HUKHOBEHMSI KEJIYAOYKOBOW TaxXWKapAuu TIO
MEXaHU3MY pUEHTPU [2].

[TaToreHETUUECKMM MEXaHU3MOM  pPa3BUTUS
CPVT sgBnstorcsd MyTallud TeHOB PUaHOAMHOBOTO
peuentopa (RyR2), kanbcekBectpuHa (CASQ?2)
u tpuaauHa (TRDN), koTopble necTabMIn3upyloT
MaKpOMOJIEKYJISIPHBIM KOMILJIEKC 1O BBICBOOOXKIIE-
HUIO KaJbIIMsl U3 CApKOILJIa3MaTUYeCKOTO PeTUKYJTY-
Ma U IPUBOIAT K CIIOHTAaHHOI M30BITOYHOI yTeukKe
MOHOB KaJIbLIUSI Yepe3 KaHaabl PUaHOIMHOBOTO pe-
menTopa B HUTO30Jb [4]. IlyckoBbiM (akTOpOoM
B Pa3BUTUU apUTMUMU SIBJISIETCS HApYIIEHUE MPOLEC-
coB dochopumpoBaHus TpoTeMHKUHAa3bl RyR2
WIM HapylleHue akTuBauuum RyR2 moHamu Kanb-
umsi. Jlpyroit myckoBoii (hakTop B apUTMOIeHe3e —
yBeJIMUEHWE OOpaTHOTO 3axBaTa KaJbIIUS CapKo-
MJ1a3MaTUYECKUM PETUKYJIYMOM U MeperojHeHue
€T0 KaJIbIIIEM B OTBET Ha CUMIIATUYIECKYIO CTUMYJISI-
umio. HapyieHus KaablimeBOro romeocrasa comnpo-
BOXX/IAIOTCS BO3BHUKHOBEHHEM 3a/iepXKaHHbIX TMOCT-
JNEeNOAIPU3aALUIA U TPUITEPHOM aKTUBHOCTU, UHULIM-
UPYIOIIMX pa3BUTHE XKeJTyI0UKOBOI Taxukapauu [4].

Takum oOpasom, paszsutue JJHK-npuarnoctuku
MO3BOJIJIO IOCTOBEPHO YCTAHOBUThH HACJEACTBEH-
HBII XapakTep psila apUTMOTEHHBIX 3a0o0JieBaHUI
U CIeNaTh BaKHbBIC IIAaTW B TIOHMMAHUU KJIETOUHBIX
U MOJIEKYJIIPHO-TEHETUYECKMUX OCHOB apUTMOTEHE-
3a. MccaemoBaHUs SKCIIPECCUM B TETEPOIOTMUHBIX
KJIETOUYHBIX TMHUSX 00eCTIeunid KPUTUIECKYIO UH-
dopmarmio s TOHUMaHUs OMO(PU3NYECKUX TO-
CJICICTBMM MyTallMii Ha YpOBHE KaHajl — WOHHBINA
Tok. TeM He MeHee TecTUpoBaHUE TeH-creluduye-
CKMX CyOCTaHIIMI B MCCIICAOBAHMSX in Vitro He CII0-
COOHO B MOJHOW Mepe U3YYUTh BCE MEXaHU3MBI
APUTMOTEHHOCTH, KOTOpPBle WHUIIMUPYIOT W TIOMI-
JNEPXKUBAIOT apUTMHMU. B 3TUX yCIIOBUSIX KOMITbIO-
TEpHOE MOJEJIUPOBAHUE CEePACYHON BO30YAUMOCTU
CTaHeT CaMbIM LIEHHBIM MHCTPYMEHTOM JIJIST M3y4e-
Hust addekToB Mmytaumii Ha I[IJI XeaymoukoB
B JaJbHEHIIIEM.

ToBOpsT 0O COBpeMEHHBIX JOCTMXKEHUSIX B obyiac-
TU TEHETUKU TIEPBUYHBIX apUTMOTEHHBIX 3a00JieBa-
HUIT, HEOOXOMMMO yKa3aThb Ha HEKOTOPbIE BaXKHBIC
aCMeKThl C TEHeTUYECKOU TouKu 3peHust. [1epBblii —
9TO pe3yJbTaThl TEHETHMYECKOTO TECTHUPOBAHUS.
I LQTS u CPVT yacTtoTa BBISIBJICHUS ITaTOreHe-
TUYECKUX MYyTallMil TOCTaTOYHO BbICOKa — oT 60%
no 75%, ¢ mpeobiagaHWeM BBISIBIEHUST MYTaLlAi
B Tpex ocHoBHbIXx TeHax (KCNQI, KCNH2
u SCNS5A), OTBETCTBEHHBIX 3a Pa3BUTHUE IIEPBBIX
tpex TunoB LQTS (LQT1-3), u onHom reHe RyR2,
omnpenestomnieM o0onbnHCTBO ciaydaeB CPVT [1].
HanpotuB, BcTpeyaeMoCTh T€éHeTHYeCKUX nedek-
TOoB 151 cuHapoma bpyranga u SQTS B HacTosiiee
BpeMsl Hu3Ka. Koan4yecTBO HOCTOBEPHO YCTaHOB-
JICHHBIX TE€HOB, MOpa)K€HUe KOTOPBIX MPUBOJAUT
K pa3BUTHIO cMHIpoMa bpyrama, B HacTosIee Bpe-
Mst gocturio 21 [4], Ho Tonbko aBa u3 Hux (SCNSA
n CACNI1Ac) BcTpeuyaloTest ¢ yactoroi 6ojee 5%
cpeau Bcex MOTEHIUAIbHO MO3UTUBHBIX TEHOTUITOB
[1]. ITpm aTOM camoli yacToii MpUIMHOM 3a00JeBa-
Hust (okosio 20—30%) ocraloTcsi MyTalUM B TeHE
SCNS5A, KOoTopble TUAUPYIOT C MOMEHTA UX TePBOit
Bepudukaimu B 1998 1. [10]. HecMoTpst Ha uaeHTU-
(buKanuIo 1eCTH TeHOB, CBI3aHHBIX C BOBHUKHOBE-
HueM SQTS, 4yBCTBUTEIBLHOCTb T€HETUUYECKOIO
ckpuHuHra B ciydae SQTS Taxke HeBenuka [11].

BTopoii kitoueBoii MOMEHT — WHTpPUTrYIOIlee
COBITAJICHNE TEHETUYECKOTO TIPOUCXOXKICHUS He-
KOTOPBbIX HacCJAeACTBEHHbIX apuTMuii. B reHe
SCNSA 0buUlM UIEHTU(DUIIMPOBAHBI MyTallUU (CM.
TabJ. 1), KOTOpble BBI3BAJM HE TOJBKO CUHIPOM
LQT3, no takxxe cungpoMm bpyrama, SQTS, 6oe3-
HU cepaeyHoil poBonumoctu, PIT 1 HeKoTOphIE
cllydau CUHApOMa BHE3aITHOU aeTckoil cmeptu [1].
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Taxkoil oOHIMII MCTOUHUK BO3ZHUKHOBEHUSI MOXET
OTpaxaTb HEKOTOPOE COBIIaICHUE MEXaHU3MOB
pPa3BUTUSI ApUTMUI MIPU ITUX Pa3HbIX CUHIPOMAX.
bosiee Toro, snureHeTuYyeCKUEe WJIM reHETUYEeCKue
(hakTOpBI, B TOM UYMCJEe TeHeTUYecKass WU3MEHUYU-
BOCTb, OOYCJIOBJIEHHAs] HaJIMYUEM TMOJUMOpduU3-
MOB, MOTYT BHOCUTb BKJIaJl B 9KCIIPECCUIO O0JIE3HU
U cMellaHHble (DEHOTUIBI B cllyyae MepeKpeCcTHBIX
CHMHIPOMOB ¢ HapylieHusIMU GyHkuuu Navl.5.

s epBUYHBIX KapAMOMUOIATUI XapaKTePHbI
cnenudpuyeckue MopdOoPyHKIMOHAIBHbIE H3Me-
HEHUSI KapJMOMUOLIUTOB U BBICOKWIA PUCK pa3BU-
TUSI KU3HEYTPOXKAIOIIMX KeJTYTOYKOBbIX apUTMUIA
n BCC no Mepe nporpeccupoBaHus 3a00JeBaHUSI.
151 SITU OCHOBHBIX KapIMOMUONATUIA ObLIO TOKa-
3aHO TeHETUYEeCKOoe MpoucxoxaeHue (cM. Tadi. 1).
HaubGonee n3ydyeHHOI sIBIsieTCs rurepTpoduyec-
kas kapauomuonatus (I’KMII). Ha ceropnHstiamii
JeHb WACHTU(OULMPOBAHbI MyTallMW O MEHBIIEH
Mepe B 13 reHax, KOTOpble KOAUPYIOT capKoMep UIn
CBsI3aHHBIE C HUM Oejiku Muokapaa. M3 Hux Hanbo-
siee yactbiMu ipu ['KMIT siBAsIIOTCST MyTariuum AByX
TeHOB — TeHa MUO3WH-CBS3bIBAIOIIEr0 MPOTEeMHA
C (MYBCP3) u reHa 1sxenoi Lenu (-MuO3MHA
(MYH7), xortopble OTBeTCTBEHHHBI 3a 25—40%
u 15-20% Bcex ciyyaeB 3a00JieBaHUsI COOTBETCT-
BEHHO, B TO BpeMsI KakK MyTallui T€HOB TPOTIOHUHA
T oTBeTCTBEHHbI 3a MATOJOTMIO Y MaJIOW 4YacTu
0oJIbHBIX (cM. Tabd. 1) [1].

[TosiHBIN CKPUHUHT BCEX U3BECTHBIX T€HOB, OT-
BeTCTBEHHBIX 3a pa3putue I'KMII, unu muszdupa-
TeJIbHbIN CKPUHUMHT C UCITOJIb30BAaHUEM TaHEIU OT
8 1o 10 reHOB pPeKOMEHJOBaH BCEM MallMEHTaM,
Yy KOTOpbIX ycTaHOBJeH auardHo3 'KMII, Tak kak
YacTOTa BBISIBJICHUS] MATOTEHHON MYyTalliM MOXET
cocTaBJIsATh 10 60%, 4TO cormocTaBUMO ¢ 3 HEKTUB-
HOCTbIO T€HETUYECKOTO TEeCTUPOBAHMSI NJisI 0OJib-
Hbix ¢ LQTS u CPVT [2]. Pe3ynbraThl reHEeTUYEC-
KOT'O TeCTUPOBAHMUSI MMO3BOJISIOT ONPEAEIUTh (DEHO-
TUII, BKJIO4Yasgs OCOOEHHOCTU KJIMHUYECKOTO
TEUEHUSI, BEPOSITHOCTb KU3HEYTPOXKAIOIIUX apuUT-
MUIii, HeOJAronpusTHOTO UCXOMa, U, CledoBaTeb-
HO, o0ecreynBarT NepCOHM(MUIIMPOBAHHBINA MOJI-
XOJI K CTpaTeruu BeleHUs MaleHTa.

Pe3ynbraThl TeHETUYECKOTO TECTUPOBAHUS, J10-
CTYIMHbIE B HACTOSIILIEE BpeMsl JJIsl APYTUX Kapauo-
MUOIAaTU, MeHee MPOAYKTUBHBI. APUTMOTreHHas
JVCIUIa3usl/KapIMOMMONaTUsT MPaBOro XKeJyaouka
ObLiIa repecMoTpeHa Kak 00J1e3Hb I6CMOCOM, KOTO-
phble BaxKHBI I KJIETOUHOI aare3un. Hanbonee ya-
CTOH NPUYUHONM NAHHOWM MATOJOTUU SBJIILIOTCH MY-
Taluu B reHe aecMocoM makopuinHe-2 (PKP2),
OTBETCTBEeHHOM 3a 25—40% Bcex maTOTreHHBIX Bapy-

aHTOB (cM. Tabh. 1) [1, 2]. [lanee 1o yacToTe BbISIB-
JICHHBIX MYTalldil CJIEAYIOT TeHbI JeCMOCOMAJIbHBIX
6enkoB: necmoriakuHa (DSP) — no 12,2%, nec-
MorienHa-2 (DSG2) — g0 10% u necMokoIMHa-2
(DSC2) — 01 3,6% 1m0 7% [1, 12]. MyTauun B reHax
JIECMOCOM OOHApYKMBAIOTCI Takke y 5% OOIbHBIX
¢ AKMIT [1, 13]. Y MeHblIIero KoJM4ecTBa maluueH-
TOB BbISIBJISIFOTCSI MyTalluK B HEAECMOCOMHBIX FeHax
(TGFB3, TMEM43, LMNA, DES, CTNNA3,
PLN, TTN) [14].

ITenetnueckue ncenenoBanms cemeitnoi JJKMIT
npuBeau K uaeHTUudukamuu 6onee 30 reHOB, Hecy-
IIUX TAaTOTeHHBIE MYTAIlUM, CPEead KOTOPBHIX Ha-
0JII0IaI0TCS MyTallMKd T€HOB, KOIUPYIOIIMX CapKo-
MepHbIe OeJIKU (TsDKesble Lienu -MUO3UHA, Cep-
neunblid TpormoHuH T u TporoHuH C). OgHako Ha
CEroIHSIIIHUMI eHb TOJIBKO TPY T'eHa ObLIN MToKa3a-
HBI B KadyecTBe npuuuHbl pa3sutusa JKMII 6osee
yeM B 5% ciydaeB: myrtaiuu reHa tutuHa (TTN)
MpU U30JIMPOBAHHOM TEUEHUM, MyTalluM TeHa Ja-
muHa A/C (LMNA) u rena SCN5A B coueTaHUU
C HapyIlIeHUSIMU TTPOBOAUMOCTH [1].

IeneTnueckast o0CHOBa OCTaTbHBIX ABYX KapIHro-
MUOINATUI (PECTPUKTUBHASL KapIMOMMOMATUS
1 HEKOMITAaKTHBIN MUOKap/I JeBOTO XKeJTyqouKa) He
TaK XOpOIIO M3y4YeHa, M TOJIbKO HECKOJBbKO TpH-
YUHHBIX TEHOB OBLIM YCTaHOBJEHBI B HEOOJBIINX
cepusiX HaOMIOASHUIA.

B 1eioMm ciemyer oco60 OTMETUTh, YTO TUATHO-
CTUYEeCKasT TI0JIb3a TeHETUYECKOTO TEeCTHPOBAHUS
B cTtpatudukanyu pucka BCC 6bu1a He TOJIBKO OIl-
peneiieHa, HO W JokasaHa y mauueHToB ¢ LQTS
u JIKMII ¢ myranueit rena namuHa A/C, oTHOCH-
TEJIbHO KOTOPBIX, MO CPAaBHEHUIO C JAPYTMMU Ha-
CJICICTBEHHBIMI KaHAJIOTIATUSAMU U KapAMOMUOTIa -
TUSIMM, HAKOILJIEH HauOOJbLIUN 00BEM MaHHBIX
[15].

OCHOBHOE KJIMHMYECKOEe MPUMEHEHUE TeHEeTH-
YeCcKOro TECTMPOBaHUSI — KackagHoe obclieaoBa-
HHUe IpoOaHaa U YWIEHOB ero ceMbu. [Tomumo noa-
TBEpKIeHUST 3a00JeBaHUs y TTpoOaHaa KIOUYEBbIM
MIPUJIOXKEHNEM TeHETHYEeCKOTO TeCTUPOBAHUS SIB-
JISIeTCsl oTpeiesieHre cTaTyca prucka YWIEHOB CEMbH.
Y npobaHI0B ¢ ayTOCOMHO-IOMUHAHTHOM Tepeaa-
Yyell apuTMUUYECKUX 3a00JIeBaHUI BEPOSITHOCTDH TO-
ro, YTO y KPOBHBIX POJCTBEHHUKOB TE€PBOil cTerne-
HU PONICTBA OYIET MOJOXHUTEIbHBIN MPOTHOCTUYEC-
KW reHeTMYeckKuid TecT, cocraBisier 50%.
[MareHTaM ¢ OTpPUIIATEIBLHBIM Pe3yJIbTaTOM TeHe-
TUYECKOTO TeCTUPOBAaHUS HNajbHelilee KIMHUYeC-
Koe HaOJroieHue He TpeOyeTcsl, 1 OHU MOTYT ObITh
CBOOOJHBI OT MOTEHIMABbHOTO 10-71€THETO KIMHU-
YeCKOIro CKPMHUMHTA, KaK U UX JeTU. DKOHOMUYEC-
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KMe MOCJEACTBUSI T€HETUYECKOT0 TeCTUPOBaHMUS
JUTST 3[paBOOXpPaHEHUs TMOKa3bIBAIOT BechbMa 2¢-
(beKTUBHYIO C TOUKU 3peHUs] MaTepUabHBIX 3aTpaT
CTpaTeruio.

OOOCHOBAHHOCTh TIPOBEIECHUSI TEHETUYECKOTO
TECTUPOBAHUS OIIPEIEISAETCS TEM, UYTO B HEKOTOPBIX
CUTYaIIMSIX €r0 Pe3yabTaThl MOTYT MPOJUThH CBET Ha
BLIOOP ONTHMMAaJILHOW TeparneBTUYECKON CTpaTeruu
U NporHo3. B rabnuile 2 0600111eHO UHAEKCUPOBAH-
HOe BJIMSIHUE T€HETUYECKOTO TeCTUPOBAHUS Cpeau
Pa3TUYHBIX HACJIEACTBEHHBIX KAPANOTIATHIA C TOIKH
3peHUs] IMarHOCTUKMU, MPOTHO3a U HaIpaBIeHHOMI
tepanuu [1]. Hanpumep, B ciiyyae LQTS onpenene-
HUE TOTO, SIBJISIETCS JIU MallMEHT HOCUTEJIEM TTepBO-
ro (LQTSI), Broporo (LQTS2) uau TpeTbero
(LQTS3) reHoruiia, MOXeT IOBIMSITH Ha TO, MpHU-
HeceT JIU eMy MOJib3y MpueM [3-0J0KaTopoB, U,
TJIaBHOE, MOKET yKa3aTh Ha IPOTHO3, €CJIA paccMa-
TPUBAIOTCS Apyrue KIMHUYecKue (PakTophl, BKIIO-
yasi MoJI, CMHKOIIE U CTeTIeHb YIJIMHEeHUS] MHTepBa-
ma Q—T.

[Tpennonaraercsi, 4TO MO Mepe POCTa KOJUYECT-
Ba T€HOTUIIMPOBAHHBIX MALMEHTOB U UX CEMEH,
a TakKe MPOBEACHUS JOTOJHUTEIbHBIX 10JIT0CPOY-
HBIX KIMHUYECKUX UCCIIeIOBaHUI Ha OCHOBE Ir'eHO-
TUTIOB Hallle TOHUMaHUe BIUSHUS TeHOTHIA Ha Te-
parneBTUYECKUIA OTBET M IMPOTHO3 3HAYUTEIBHO
VITYUIITUTCS.

BrisiBIeHHe TeHeTUYeCcKOol MPUpPOIbl Mpuodpe-
TaeT Bce Oosbllee 3HaueHHe B yciaoBussx BCC —
TParu4eckoro OCJOXHEHUsS MHOTMX TEePBUYHBIX
apuUTMMYECKMX 3a0oyieBaHuil cepaua. IIpumepHo
B 1/3 Bcex cilyuaeB BHE3aITHOM CMEpPTU B MOJIOIOM
BO3pacTe MPUYMHY CMEPTU YCTAaHOBUTH HE yaaeTcsl
[16]. Tenernueckue nccienoBaHus 00pa3LOB KpPoO-
BU, COOpPaHHBIX MOCMEPTHO, WUACHTUGDULUPYIOT

MPUYMHHYIO TeHHYI0 MyTanuio B 30% ciydaeB BHe-
3aIlHbIX HEOOBSICHUMBIX CMEpTEil UL MOJIOIOTO
Bo3pacTta [17]. Takoe mpuiaoxeHNe TeHETUIECKOIO
TECTUPOBAHMSI, Ha3bIBaeMOE MOJIEKYJISIDHOM ayTo-
TCcueil, UMeeT BaXHbIe MOCIEACTBUS KaK JIsl Orpe-
JIeJICHUSI IPUYMHBI CMEPTH, TaK U IS BBISICHEHUS
cTaryca pyMcKa BbDKMBILMX YJEHOB CEMbU C LEbIO
MpeaoTBpalleHusl APYTUX BHe3aMmHbIX cMmepTeit [18].

[MonTBepxkneHne TeHETUYECKOTO OMarHo3a
y MpobaHia UMeeT Cepbe3HbIe MOCAEACTBUS /IS €ro
POACTBEeHHMKOB. [J1aBHAas 11eJ1b KIIMHUYECKOTO U Te-
HETUYECKOTO CKPMHMHIA WIEHOB CEMbM 3aKI0va-
€TCsl B BBISIBJIEHUM KaK JIUL] C KIIMHUYECKUMU TIPO-
SIBJICHUSIMU 3a00JIeBaHUSA, TaK U TeX, KTO HECET Ty
K€ MaTOTeHHYI0 MyTalldio, YTO U MpoOaHd, HO He
MOKa3bIBaeT KIMHUYECKOTO (DEHOTUIIA. 31eCh BaX-
HO IMOHUMAaHUE TOTO, YTO OECCUMMITOMHbBIC HOCUTE-
JIM MyTallMii, BBI3BIBAIOIIX apUTMUYECKIE 3a00J1e-
BaHMsI, UMEIOT TaKoi Xe puck pa3sutus BCC, kak
¥ CUMIITOMHBEIE [1].

Kak yxe roBopuioch, paHHee BbISIBJICHUE JIMII,
MOJBEPXKEHHBIX PUCKY, 1aeT BO3MOXHOCTb HauyaTb
PaHHIOIO Tepalliio, HAIPaBJIIEHHYIO Ha IIPeIoTBpa-
ILIEHUEe OCJOXHeHUi 3aboneBaHusi. Hampumep,
HocuTesnsiM MyTtaiuii reHoB LQTS moryt notpe6o-
BaTbCd M3MEHEHUE 00pa3a XXU3HU, UCKIIOUCHUE
JIeKapcTB, MpojieBalux uaurepsail O— 7, UHUALMU-
WpoBaHue B-0JIOKMPYIOIIEH Tepanu WiIu PacCMOT-
peHue Borpoca 00 MMILJIaHTAllMU KapauoBepTepa-
neuopuUIsITOpa.

TakuM obOpa3oM, B HacTosiliee BpeMs BO BCEM
MUpE MOJIEKYJSIpHO-TeHeTUYecKass AMarHOCTUKa
3aHMMAaeT BaxkKHOE MECTO B KaueCTBE MOATBEPXKIAI0-
et u auddepeHIMaTbHON AMarHOCTUKY TTepBUY-
HBIX KaHAJIONIATUI Y HACJIeCTBEHHBIX KAPAUOMUO-
MaTuii ¢ HapylIeHUSIMU PUTMA U MPOBOIMMOCTH.

Taobnuuma 2

CpaBHeHne IEHHOCTH I€eHEeTHYECKOro TECTUPOBAHMA 1JIA ONpeaeJeH!Us TUarHo3a, Tepanun v nmporHo3a
(amantuposano u3 M.J. Ackerman et al. [1])

3aboneBaHue JnarHo3s Tepanus ITporHos

CuHapoMm ymairnHeHHoro unrepsana Q—T +++ ++ +++
KarexonamuHepruueckas Xeay104koBasi Taxukapaust +++ — +
Cunnpom bpyrana + - +
Bosie3Hu cepneyHoii MPOBOAUMOCTH + + +
Tuneprpodurueckas kaparomuonaTus +++ + ++
ApuTMOTEeHHas AUCIUIAa31s MPaBOTO XeJlya1ouKa + — +/—
JnnataoHHas KapaIuOMUOTIATHST +/— — +/—
JunatauroHHas KapIMOMMUONATUsI C HAPYIIEHUSIMU CEPACYHON MPOBOAUMOCTU ++ + ++
HexoMnakTHbI MUOKap/ IEBOTO XeJayaouKa + — —
PecTpukTrBHAas KapAMOMUOTIATHS + + +
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HamnpasneHHOe MoOJIeKyJISIpHO-TEeHETUUYECKOe UC-
cJieIoOBaHME TIPOBOAUTCS TP IMOJO3PEHNUM Ha KOH-
KpeTHOE HacJIeJCTBEHHOEe apUTMOTeHHoe 3aboJe-
BaHME Ha OCHOBAaHUM KJIMHWYECKUX JaHHBIX. B ciry-
yae Bepu(puUKauu y 00JbHOIO MaTOreHeTUYeCKOMn
MyTallUM B OTBETCTBEHHBIX Te€HAX MOJEKYISIpHas
JUATHOCTUKA JTOJKHA TTPOBOAUTHCS BCEM €ro KPOB-
HBbIM POACTBEHHMKaM, Jaxe TMPU OTCYTCTBUU Xa-
PAKTEPHBIX JJISI 3TOro 3a00JIeBaHUSI KIMHUYECKUX
MposiBJICHUI U u3MeHeHuil Ha DKIT.

3a moclieqHue TTOJBEeKAa Mbl JOCTUIIIM 3HAYM-
TEJBHOTO ycIiexa B MOHMMAHUU MAaTOOMOJOTUM He
TOJILKO HACJIEICTBEHHbIX KaHAJIONATUiA U Kapauo-
MMONATUI, HO U TAKOU apUTMOTEHHOM MaTOJIOTUH,
kak @I1. CaMbIM TIaBHBIM TOCTYKEHUEM 3eCh SIB-
JisieTcs BepuduKauusi TeHETUYEeCKUX BapUaHTOB,
nexamux B ocHoBe II, uro moaTBepxKmaeT Ha-
CJICICTBEHHBII XapaKTep 3TOM apUTMUU.

ITouick reHoB, BoBjieueHHBIX B pa3Butue MI1, Be-
JIeTCsl yXKe JaBHO. AHAIU3 CBsI3el U CeKBEeHHUpOBa-
HUE TeHOB-KAHIUIATOB BBISIBUIM MHOXECTBECHHBIC
MyTallMK KakK MpU MOHOT€HHbBIX CEMEMHBIX (hopmax
®I1, Tak n pu criopagmdeckunx ciaydasx PIT [19].
AHanu3 cBsI3eil BKJIIOUAeT B ceOs1 BBIMOJIHEHUE Te-
HOTUIMPOBAHUSI MapKepoB (YYaCTKOB XPOMOCOM,
aCCOILIMMPOBAHHBIX C TOW WM WMHOU OO0JIE3HBIO),
pacnpeeieHHbIX 10 BCeMy TeHOMY, U McCliefoBa-
HUE MepeJayr 3TUX MapKepoB ¢ 00JIE3HBIO B POIO-
CJIOBHOM. DTU OOBIYHBIE METOIbI TCHOTUITUPOBAHMSI
MO3BOJISIIOT CY3UTh AUAMAa30H ITOUCKA, HO YacTO Tpe-
OYIOT 3HAYMTEIbHBIX 3aTpat BpeMeHu [20].

BonbIMHCTBO 3aperucTpupoOBaHHBIX MyTallUid
ceMmeitHbIX (popMm PI1 BBISIBIEHO B reHax, KOAUPYIO-
KUX CYObEeAMHUILIBI TPaHCMEMOPAHHBIX HMOHHBIX
kaHasioB (1ad:a. 3) [19]. UneHTuduxkanms aTux My-
TallMii 3acTaBUIa UCCIeIO0BaTeNei 3aaThCsl BOIIPO-
COM O TOM, MOXKET JIM AMHUYHAS MyTallisl B TeHaX
MOHHBIX KaHAJIOB BHOCUTH BKJIA[ B HacjieIOBaHUE
®I1 monynsumeit B ieJloM. PaHHME OTYETHI U3 HC-
CJICIOBAaHUI 110 CKPUHUHTY KAHIMIATHBIX T'e€HOB

MOKAa3ajlv, YTO 3T MYTAallMM HE PaclpOCTPaHEHBI
B obOuIelt momyasguuu [21—24].

BmecTe ¢ TeM cienyeT OTMETUTb, YTO B Te€Hax,
UACHTUDUUIMPOBAHHBIX MpPU CEMEMHBIX (opMax
®I1, 3HaUMTEIBHO Yallle BhISIBISIIOT BApUaHThI Pel-
KUX 1e(EeKTOB TTpU 00CIIeIOBaHUM KOTOPT OMMHOY -
HbIX nanyeHToB ¢ @I o cpaBHEHUIO ¢ KOHTPOJIb-
HBIMU 310POBBIMU TIOMyAsILIUAMU [25].

XoTs1 MyTaluu, UAeHTUDULMPOBAHHBIE IIPU
MOHOTeHHBIX (hopMmax HaciemctBeHHoi DII, pem-
KM, UX UAeHTU(UKALMS Jajda MHTePEeCHYIO MHMOp-
Malup o mnartoreHHoil ocHoBe PII. BosHukio
MpeacTaBjieHue O TOM, YTO MyTalluM T€HOB, KOJIU-
PYIOIINX CYObEAMHMIIBI KAJIMEBBIX 1 HATPUEBBIX Ka-
HaJIOB, JIeXaT B OCHOBe ceMeitHbIX ¢hopm DI, pu-
yeM MyTallid MOTYT MPUBOAMUTHL KaK K YCUJICHUIO
¢yHkuMM noHHbIX KaHajoB (GOF), Tak u K ee mo-
tepe (LOF) [26—29].

MyTanuuu KajarMeBblX KaHAJIOB MO TUITY YCUICHUS
yHKIIMM oKa3bIBalOT BIMsTHUE Ha pa3sutrne PI1 3a
cueT cokpalueHus: 3¢pGeKTUBHOro pedpakTepHOro
rnepuoa Mmpeacepanii, YTo crnocoocTByeT (hOpMU-
POBaHUIO U MOIECPXKAHUIO TIPEACEPIHON PUSHTPH
[30]. MyTauuu KajlueBbIX KaHaJIOB C IPOTUBOIIO-
JIOXKHBIM MEXaHU3MOM TT0Tepr (DYHKIIMN BBI3BIBA-
10T TPUITEPHYIO aKTUBHOCTH B MPEACEPOUSIX, UTO
Takke SBJISIETCS BaXXHBIM (hakTopoM B reHede PI1
[28]. DTOMYy ke CrIocOOCTBYIOT MyTallii HATPUEBBIX
KaHaJloB ¢ ycwieHueM (GyHKuuu [29], B To Bpemst
Kak MyTallM¥ HaTPUEBBIX KaHAJIOB MO MEXaHU3MY
norepu QyHKUMM COKPALIAIOT JJIMHY BOJIHBI UM-
MmyJibca, LIUPKYJIUPYIOIIETO 1o Lenu pueHTpu [31].

BrisiBnenue reHernueckoit ocHoBbsl DI B 00-
LIe TOMyasiuuu siBsieTcs 0ojiee CI0XHON 3ama-
yeil. BoJIbIIMHCTBO paHHUX MCCIIEIOBAHMUIA, IIOCBS -
LIEHHBIX TeHeTu4yeckoit ocHoBe PI1, mpoBoaMIMCH
Ha 0a3e M3y4yeHMSI TeHOB-KaHIUIATOB, COCPEIOTO-
YEeHHOTO Ha BHIOOPE KOHKPETHBLIX TEHOB HAa OCHOBE
arnpuoOPHOro 3HaHUs UX (PYHKIIMU U CPAaBHEHUU Ya-
CTOTbl BapUaHTOB MEXIy KOTOpTaMu WHAUBUIYY-

Tab6nuua 3
MoHOreHHbIE€ MYTAIIMH, ACCOIMUPOBAHHbIE ¢ hUOPULIANUeEi peacepanit
(amanTupoBaHo u3 S. Mahida [19])
DyHKINOHAILHEL O06HapyXeHHbIe CBsi3aHHbIC
Ien Bbenok 3¢ dekT MyTauu (Bausi-
MYTalluu 3a00J1eBaHUsI

HUE Ha MOHHBII TOK)

KCNQI | a-cyobenrHuiia KaTMeBoro KaHauaa
K\LQT1/ K,7.1

KCNEI1 | B-cyopenunauna kamneBoro KaHana MinK
KCNE2 | B-cyobenuHuiia kanmeBoro kaHaga MiRP1
KCNES | pB-cyobenununa kainueBoro kaHaia MiRP4

GOF (ycunenue Iy,) S140G, VI41M,
S209P
GOF (ycunenmue Iy,) G25V, G60D
GOF (ycunenue Iy,) R27C
GOF (ycunenwue I) L65F
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OKoHYaHue TabaAUIU Bl 3

DyHKIIMOHATBHBIN

Ien Bbenok a¢dexT MyTalmu (Bausi- OG}i?p)Z;Zl;Hme 32;232::;1;
HUE Ha MOHHBIN TOK) YT
KCNJ2 | a-cyosennnuna kanuesoro kaHana Kv2.1/Kir2.1| GOF (ycunenue Iy)) V931
KCNAS | Kanuessrit kaHan Kv1.5 LOF (cHuxenue Iy ) E375X,
T527M,
AST6V,
E610K
Y155C,
DA469E,
P488S
KCNAS | Kanuessrit kanan Kv1.5 GOF (ycunenue Iy ) E48G,
A305T, D322H
KCND3 | Kanuesslit kanan Kv4.3 GOF (ycunenue 1)) A545P
KCNE3 | B-cyobeanHuua kanuesoro kaHaua MiRP2 GOF (ycunenue I,/ I,) VITM
ABCC9 | Cyonennnuna kanana SUR2A LOF (cunmxenne Iyarp) T15471
SCNS5A | a-cyobenuHulia HaTpueBoro KaHajia Navl.5 LOF (cHuxenue Iy,) DI275N, JAKMII,
N1986K HapyllIeHus
TPOBOAMMOCTHU
SCNS5A | a-cyobenuHulia HaTpueBoro kaHaia Navl.5 GOF (ycunenue Iy,) M1875T, R340Q,
K1493R, R340Q, | DI8I9N,
R1626H, VI951IM —
DI1819N, accouuupoBa-
R1897W, Hel ¢ LQTS
V1951M
SCNIB | pB-cyopenununa HatpueBoro kaHana Navf1 LOF (cumxenme Iy,) R85H, D153N
SCN2B | f-cybbenuHuila HaTpreBoro kaHaia Nav2 LOF (cHmxenue Iy,) R28Q, R28W
SCN3B | f-cyobennHuua HaTpueBoro kaHaia Nav3 LOF (cHuxenue Iy,) R6K, L10P,
MIl161T
NUPI155| Hykneonopux CHuXeHue TIpoHulIae- R391H
MOCTH SIAEPHOM
MeMOpaHbI
GJAS Konnekcun-40 Hapyienue mexxkiie- P88S, M163V,
TOYHOM 3JEKTPUYECKOMN G113N, 175E,
CBSI3U V85I, L2211,
L229M, Q49X,
A96S
NPPA | [IpeacepaHblit HATpUiAypeTUYECKUI MENTUT [ToBbillIeHUE YPOBHS c.456-457delAA
(ANP) myTtaHTHOro ANP
RYR2 PuaHoauHOBBII penientop, cepaeyHast GOF (ycwieHnue yreuku S4153R CPVT
nszodopma Ca?* u3 CIIP)
JPH2 IOnkTOUMNH- 2 LOF (cauxenue E169K 'KMIT
yreuku Ca?t us CIIP)
TBXS TpaHckpunimoHHblii pakTop T-box 5 GOF GI25R CuHapom
Xonta—Opma-
Ha (CMHApPOM
pyKa—cep/lie)
GATA4 | TpaHckpunimoHHblii haktop GATA-4 LOF S70T, S160T,
Y38D, P103A,
G16C, H28D,
M247T
GATAS | TpanckpunuuonHsiit pakrop GATA-5 LOF W200G, Y138F,
C210G
GATAG6 | TpanckpurnimoHHbliii hakrop GATA-6 LOF G469V, Y235S

Mpumeuanue. JKMII — nunaraunonnas kapanomuonatus; [KMIIT — runeprpoduueckas kapauomuonarus; Ca2t — kanbunmii; LQTS —
CUHIpOM yauHeHHoro uHTepBaia Q— T, CPVT — karexosiaMuHepruyeckas xeyrynoukonas Taxukapaus; CITP — capkoriazmaTuieckuii pe-
tukyiaym; LOF — loss-of-function (cHmxkenue ¢pyakunn); GOF — gain-of-function (ycunenue GyHkunum).
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MOB C HaJIuureM 00s1e3HM 1 0e3 Hee. Ha ceromgusii-
HUI JIeHb B psiie UCCIeIOBaHUI ObIIIN OTIpeIeIeHbI
o011IMe reHeTMYecKue BapuaHTbl, HauOoJiee pac-
MPOCTPAaHEHHbBIE B MOMYISLUsX 60abHBIX ¢ DIT 1Mo
CPaBHEHUIO C KOHTPOJIbHBIMU 3[10POBBIMU I'pyTIa-
mu [19].

YacTto reHbI-KaHAMAATHI BBIOMPAIOTCS IO pe-
3yJIbTaTaM nu3ydeHus ceMeHbIX (popm PI1. OgHako
B LIEJIOM YCIIEIITHOCTh IOMCKa I'eHOB-KAHIMUIATOB
COKpalllaeTcsl M3-3a HU3KOI BEPOSTHOCTU MpeaBa-
PUTENIBHOIO TECTUPOBAHUS BBIOPAHHBIX BapUaH-
TOB, YYACTBYIOIIMX B MaTOreHe3e 00Je3HU, U TLI0-
XOM BOCIPOU3BOAMMOCTHU [32].

HenaBHee nosiBiieHMe MOJHOTEHOMHOIO MOMCKA
accoumanmii (genome-wide association studies —
GWAS) npuBeno K 3HAYMTEJIbHOMY IMpPOTpPEcCy
B HallleM MOHMMaHUU reHeThudeckoit ocHoBbl DII.
GWAS BxiioyaeT re HOTUIIMPOBAHUE 10 MUJUIMOHA
00X BApUAHTOB WU OJHOHYKJICOTUIHBIX MMOJIU-
mopdusmoB (single nucleotide polymorphisms —
SNPs), pacrpeneieHHbIX 110 BCEMY T€HOMY, U CpaB-
HHMBaET MX 4acToTy Y 001bHBIX ¢ DI1 1 B KOHTPOIIb-
HbIX rpynmnax [33]. B omiuune ot uccaeqoBaHUii re-
HOB-KaHauaaToB, mouck GWAS sBisieTcst Herpea-
B3SITBIM M OOBEKTUBHBIM, CJIEIOBATEIBHO, MOXKET
UIeHTU(PUIIMPOBATh TeHbI, ydacTre KOTopbix B DI
paHee M He TOA03pPEBaIOCh, HO KOTOpPbIe MIPalOT
BaXKHYIO poJib B ratoreHese ®I1.

Yerwoipe Oonbmmx GWAS OBLIM BBITIOJHEHBI
B KoropTax nauneHToB ¢ DI1 [34—37]. PesynbraThl
STUX MCCJIeNOBaHUIA 0000IIeHbl Ha PUCYHKE 2

TMANP Tl ABCCY M, KCND3, KCNE3 TKCNJ2

e lkapr

TCa* GJAS huiad
) JPH2  |3nexTpuueckue  Ti
RYR2 CBSA3U
Capkonnasmatnieckunin
PETUKYIIYM

u B Tabnuie 4. OO1ure BapuaHThl, MACHTU(QUILINPO-
BaHHble GWAS, pacriosioxeHbl 1100 B mpenesiax,
JIM00 B HEIOCPEACTBEHHON OJM30CTU OT yOeau-
TeJabHbIX TeHOB-KaHauaaroB DIT [36, 37]. B gacr-
HocTH, BoIsiBIieH TeH KCNN3, Kogupyoliuii akTu-
BUPOBAHHBIN KaJIbIIMEM KaJIWeBBI KaHal (KaHam
SK3), KoTopblii B OOJBIIOM KOJIMYECTBE IKCITpEC-
cupyeTcs B Muokapue npencepauii [38]. Takke yc-
taHoByieH TeH HCN4, KoTopblii KOaUpyeT TUIIepIio-
JIIPU3ALMOHHBIN LMKJIUYECKUI HYKJICOTUJ — aK-
TUBUPYMbI KATUOHHBIN KaHaJ, JeXKalluiA B OCHOBE
neiicMeiikepHoii akTuBHOCTH cepaua [39]. IBa jio-
kyca GWAS mia ®PI1 comepkar TeHBI CepAcUHOMN
tpaHckpunuuu PITX2 m PRRXI. Bt daxkropsl
TPAaHCKPUITLIMU CBSI3BIBAIOT TOMEOOOKC (OCOOBIit
yuacTok JIHK) u sgBsI10TCS KpUTUUSCKUMU MeIMa-
Topamu oHToreHe3a cepauna. PITX2 omocpenyer
aCUMMETPUYHOE pa3BUTHE cepilla U WHTUOMpYyeT
JIEBOCTOPOHHIOIO NIeiCMEKEepHYIO crielin(puKalunio
[40]. PRRXI yuacTByeT B KauecTBe MeauaTopa pas-
BUTHs jerouyHbix BeH [41]. SYNPO2L u MYOZI1
KOAUPYIOT CUTHAJIbHBIE O€JIKU, KOTOPBIE JTOKATU3Y-
I0TCS Ha Z-IWCKe W MOMYJIUPYIOT CEPAECIHYIO cap-
koMepHyto dyHkiuwo [42]. CAVI gaBasieTcss Baxk-
HBIM MeMOpPaHHBIM OEJTKOM, KOTOPBII UTPaeT poih
B KJIETOUHOM Iepeaaye CUTHAJIOB U, KaK ObLIO I0-
Ka3aHO, B3aMMOJIEHCTBYET C MOHHBIMU KaHajlaMu,
pkitouast HCN4 u KCNN3 [19].

B nomoiHeHWe K BapuaHTaM, OIpeAcJIeHHBIM
B GWAS mis ®I1, oka3anoch, 4TO pacrpoCTpaHeH-
Hble BapuaHThl, KoTopble GWAS paHee onpeneaun

U1\, SCN5A, SCN1B, SCN2B
Tl KCNJ2

LI KCNQ1, KCNET,
KCNE2, KCNE5

Ul KCNA5

SCN5A

NUP155

¢ e

UMponnuaemocTs
a0epHOn 060104KM

TBX5
PN PP Pt PR PN PN PN P N

GATA4 GATAS GATA6

Puc. 2. Cxema KJIeTKM ¢ MOHHBIMU KaHaJlaMW U KOAUPYIOIIUMU UX TeHamu. OToOpaXkeHbl TeHbl, BOBJICUEHHbIE B
pasBuTHe (GUOPWILISILIMY TIPEICePanii, KOTOPbIe YAAIOCh UACHTU(MUIIMPOBATD C ITOMOIIILIO TTOJITHOTEHOMHOTO TTOMCKa

accouuauuii (amantupoBaHo u3 S. Mahida [19])
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Tabaunma 4

CymMMapHble pe3y/IbTaThl HCC/I€0BAHNS TEHOMHDBIX ACCOLMAIMIA B KOTOPTAX NAMEHTOB ¢ (huoOpuLIanmeii
npeacepauii (agantuposano u3 S. Mahida [19])

Pacronoxenune SNP
Jlokyc Mapkep SNP | bikaiimmii ren [eHHbIl poayKT OTHOCUTEIBHO
Oumxaiilero reHa

4925 rs2200733 PITX2 [TapHOTIOMOOHBII TOMEOTOMEH 2 Ha 150 kb BbI11IE
(TpaHCKPUILIMOHHBII (hakTop)

16g22 rs2106261 ZFHX3 L nHK-nanbLEeBbIif TOMEOOOKC 3 HUuTpoHHO
(TpaHCKPUMILIMOHHBIN (hakTop)

1q21 rs13376333 KCNN3 Kanpuuii-akTuBMpyeMble KajlieBble KaHaJbl HWHTpOoHHO
MaJIoit TIPOBOAUMOCTH (ITOATHII 3)

1q24 rs3903239 PRRX1 [MapHbIit cBsI3aHHBIN TOMeoOOoKC | Ha 46 kb Boi1e
(TpaHCKPUIILIMOHHBII (haKTOp)

7q31 rs3807989 CAV1 Kaseonun 1 HWHTpoHHO

9q22 rs10821415 C9orf3 Xpomocoma 9, OTKphITast paMKa CIMTHIBAaHUS 3 HWHTpoHHO

10922 rs10824026 SYNPO2L CHHaINTONOANH-2-ITOT00HBIA, Ha 5 kb Briie
aKTUH-aCCOLMMPOBAHHBIN 00K

14923 rs1152591 SYNE2 CriexTpuH, CoIepXKallnii TOBTOP OeT0K HWHTpoHHO
SIIEPHOM 000JI0UKM 2

15924 rs7164883 HCN4 Tunepnonsipu3aliMOHHO-aKTUBUPYEMbIE KaHAJIbI WHTpOoHHO
yIpaBJsieMble TUKIMYECKUMU HYKJIeoTUIaMu 4

IMpumeuanue. SNP — single nucleotide polymorphis: 0lHOHYKJI€OTHAHBII TOJIMMOphU3M, oTInuus rocieaosatesbHocTy JTHK pasmepom

B onuH Hykjieotua (A, T, G wiu C) B reHOMe.

7151 cuHapoMa bpyrana, Takxke MpoaeMOHCTPUPO-
Baii cBoe BiIusiHMe Ha puck PII. Kak u3BecTHO,
®DI1 mocTaTOYHO YacTO COIYTCTBYET (DEHOTHITY
cunapoma bpyrana [43].

Kpome Toro, Hejlb3sl HE YIIOMSIHYTh MCClIe0Ba-
HUe AnmoHcKuX yueHbIX 2017 . o cBa3aHHBIX ¢ DI
TeHEeTUYECKUX JIOKycaX, KoTopoe BKiIouuigo 8180
ciygaeB PI1 n 28612 KOHTPOIBHBIX HAOTIOACHUIA
¢ mocieayolmuM HabmoneHuem 3120 monosHu-
TeTbHBIX U 125 064 KOHTPOJIBHBIX ciTydaeB [44]. BbI-
I PeTUTMIIMPOBAHBI paHee M3BECTHBIC JOKYCHI
U UACHTUOUIIMPOBAHBI IIECTh HOBBIX JOKYCOB
Bosusu reHoB KCND3, PPFIA4, SLC1A4-CEP68,
HAND2, NEBL u SH3PXD2A. ITaTb 13 1miecTi HO-
BBIX JIOKYCOB, acCOIMUpoBaHHBIX ¢ PI1, 61 crie-
UMGUYHBL IS ATIOHCKOTO HaCeJIeHUsI, B OTJIMYMe
OT eBporneiicKoil nonyasauuu. B ucciaenoBaHum Obi-
I oOHapyxXeHBl BapuaHThl TeHoB HAND?2,
KCND3 u NEBL, KoTopbie onpeneasioT nmpeapac-
MOJIOKEHHOCTh MUOKapaa Mpeacepanuii K apuTMo-
reHesy. Yuactue PPFIA4 u SH3PXD2A B ymipaBie-
HUM aKCOHAMM TaK>Ke YKa3bIBaeT Ha POJib B MaTore-
He3e Ooje3Hu. B 11eloM BBIIIETIPUBENCHHOE
vcclieloBaHUe T10Ka3ajlo MHOroo0eualomme pe-
3yJIBTaThl, KOTOPBIE MOTYT CIIOCOOCTBOBATH JIyUIlie-
My MTOHUMAaHMUIO TpeapacnoiaoxeHHocTH K DIT.

OpHako HeOOXOOIMMO OTMETUTh, UYTO, XOTS yOe-
JIUTEJbHbIE T€HbI-KaHAUIATBI OB MACHTU(DULIN-
poBanbl Oarogapss GWAS, ycraHOB/IEHUE B3aIMO-

CBSI3M MeXIy IaToreHHbIMM BapuaHTamu GWAS
U (QYHKIMEH 5TUX TE€HOB IIPEACTaBIsIET cOOOM
cloXHYI0 TpobieMy. CreayeT MOTYEPKHYTb TOT
¢axT, 4TO Ha CETONHSIIHUI ACHb BBISIBIEHO OoJjiee
1 teic. BapuaHTOB pucka GWAS st 1ienoro psiga
3a001€BaHMI, HO TOJIBKO HEOOJBINAS YaCThb 3TUX
MOTEHIIMAJIbHO TATOTEHHBIX BApUAHTOB OblIa BCe-
CTOpoHHE (YHKLUMOHAJILHO MOATBepxXkaeHa [45].
GWAS penxko uaeHTUGUUIMPYET IPUUUHHbBIE TeHe-
TUYeCKUe BapuaHThl Hampsimyto. Ckopee BapuaH-
Thl, BbIsIBJIEHHbIE ¢ ToMolIbl0 GWAS, 00b1uHO pac-
cMmatpuBaroTcsl kKak Mapkepsl [IHK, yka3biBatoiye
Ha TECHYIO CBSI3b C TEHETUIECKUM Je(EeKTOM, BHI-
3pIBamOIMM 3a0ojieBaHue. Ha pgaHHBIE MOMEHT
npeobiagamias TeOpUsi OTHOCUTEIbHO CBSI3U
MEXIy NpUYMHHBIMU BapuaHTaMu J1oKycoB GWAS
U TaToreHe30M 3a00jeBaHUS 3aKJII0YAeTCsS B TOM,
YTO ST BapWAHTHl W3MEHSIOT KOJWYECTBO 3KC-
MPEeCCUM 1LIeJeBOTO T'eHa, CKOpee BCero — yepes m3-
MeHeHHe (YHKUUU PeTyJsiTOPHBIX 3JIEeMEHTOB
TPaAHCKPUIIIIUH.

HNHTepecHO, 4TO peJKue BapuaHTbl, UAEHTUDU -
LIMPOBAHHbIE B MOMYJISILIMOHHBIX TEHETUYECKUX UC-
CJIeIOBaHUSIX, MOTYT CITOCOOCTBOBATh MEPEMEHHOM
TMeHETPAHTHOCTH TIPUIMHHBIX MYTaIIAM TIPU ceMeit-
HbIX popmax PII. B ucciiemroBaHuM, BKIIIOYaBIIEM
11 cemeit ¢ @I, y KOTOpbIX OBUTa M3BECTHA TIPH-
ynHHag mytauusi, M.D. Ritchie et al. ydenureabHo
MoKas3ajau, YTO HaJuuKhe BapMaHTOB PUCKa B JTIOKYyCe
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4q25 npenckaspiBaio, pazoBbeTcsd DIy HocuTeeit
MyTauuud wuiu HeT [46]. BapuaHTel B JIOKyce
4q25/PITX2 cucreMaTUYeCKM AEMOHCTPUPYIOT
BiusiHUe Ha pa3putre @I1 B MHOrOYMCIIEHHBIX MO~
MNYJISIMOHHBIX ucchaenoBanusx [37, 40]. [MonyueH-
HbIe TaHHBbIE CBUIETEIBLCTBYIOT O TOM, YTO Ha Ha-
ciaenyemocTb DI BAUSIOT ClIOXKHBIE B3aUMOIEUCT-
BUSI MEXIY paclpoCTpaHEeHHbBIMU UM peIKuMU
reHeTUYeCKMMU BapUaHTaAMMU.

N aeHTuduKays reHeTUYeCKUX MapKepoB, KO-
TOpbIE CIHOCOOCTBYIOT TIPEAPACIIONIOKECHHOCTHU
K @II, uMeeT MOTEHIIMATBLHO BaXKHbIE TMOCJIEICT-
BUsI IJIs BeJeHUS MAllIEHTOB ¢ JaHHOU apUTMUEIA,
KOTOpHIE, C OJHON CTOPOHBI, 3aK/II0YAIOTCS B BO3-
MOXHOCTHU TPOTHO3UPOBAHUSI PUCKA Pa3zBUTHUS
®I1 y 6ecCMMNTOMHBIX JIULI, 4 C IPYTOM — pacKphI-
BalOT HOBBIE MOJICKYJISIpHbIE Leau IJis1 (papMako-
Tepanuy U NPeAIoaraloT NOTEHIMATbHbIC Bapy-
aHTBhl OTBETAa Ha Pa3/IMYHbIC BUIbI JICUCHUS Y Ta-
mueHToB ¢ DI1. CoBceM HemaBHO B MCCIIETOBAHUN
S.A. Lubitz et al. 6p110 TPOAEMOHCTPUPOBAHO, UYTO
€CJIM paccMaTpUBaTh F’eHETUYECKUE MapKephbl B CO-
BOKYITHOCTH, TO UYeThIpe BapMaHTa pUcKa B JIOKYyCe
4q25/PITX2 1 BoceMb BapMaHTOB B APYIUX JIOKY-
cax NPUBOAWIY K TIITUKPATHOMY YBEJIMYEHUIO PU-
cka ®IT [47].

GWAS onpenenun psin yoeaquTeIbHBIX T€HOB-
KaHAUAATOB B joKycax pucka @II. Dtu pesynbra-
Thl TIOPOAWUJIM JOTMOJHUTEIbHBIE (DYHKUIMOHAIb-
HbIE UCCIIEAOBAHNSI, KOTOPBIE OBLJIM COCPEaOTOYE-
HbI Ha TeHax-KaHauaaTax, moka3aBIliux, YTO TaKue
renbl, Kak KCNN3 u PITX2, Bnusior Ha mpeapac-
noJoXeHHOCTh K PIT y 6eccMMITOMHBIX MaLlMEH-
TOB [48, 49].

Ha otHOCHMTENbHO HEOOJIBIIOKH KOTOPTE Mally-
eHToB ¢ DII B. Parvez et al. moka3anu, 4To BapuaH-
Tbl pucka GWAS B Jiokyce 4q25 He3aBUCUMO Tpe/-
CKa3bIBAIOT YCIEIIHbIM KOHTPOJIb PUTMA ITPU aHTU-
aput™Muueckoir Ttepanuu [50]. Ta xe rpynna
MPOAEMOHCTPUPOBAIa, YTO BapUAHThI B T€HE, KO-
nupytoiieMm fl-anpeHopeuentop (f1-AR), mpen-
CKa3BIBaIOT OTBET Ha Tepamuio (3-aapeHo00JI0KaTO-
pamu [51]. D. Husser et al. yctaHOBUJIM, YTO HaJIU-
ype BapMaHTOB pucKa Ha Jokyce 4q25
MnpeacKa3biBaeT Kak paHHUE, TaK U MO3MHUE PELIv-
nuBbl DI Tociae KaTteTepHON abjaluy JIETOYHBIX
BeH [52]. JomoaHuTenbHBIE HOKa3aTeJIbCTBA, CBSI-
3piBatomre SNPs B 1okyce 4251 OTBET Ha KaTteTep-
HYIO0 abialuio, ObLIA ITOJy4eHBI B OoJiee MO3THEM
ucciaenoBanuu M.B. Shoemaker et al. [53]. Hako-
Hel, B. Parvez et al. coobmarot, uro SNPs B 4q25
nporuo3upyet petauaus PI1 mociie seKTpUISCKOM
KapauoBepcuu [54].

Takum oOpa3om, OYKBaJlbHO 32 HECKOJILKO JIET
ncciieoBaHus TeHeThuYeckoil ocHoBbl PIT mperep-
Meju PeBOJIOLMOHHBIE M3MEHEHUs. 3HAYUTENb-
HBII TIPOTPECC TOCTUTHYT B BHISIBIEHUN TeHETUYEC-
KOTro cyOcTpaTta, Jexallero B OCHOBe o01ei ¢op-
Mbl  @II. TexHomOrMU  TEHOTUITMPOBAHUSI
MOCTOSTHHO DPa3BUBAIOTCSI M O0EIIAIOT PaCKPBITh
0oJIbllle TEHOB M MOJIEKYJISIDHBIX TTyTeil, acCOlUM-
poBaHHBIX ¢ DII.

B 1e0M MOXHO 3aKJIIOYUTh, YTO AOCTUTHYTHI
3HAYUTEJIbHBIC YCIIEXW B YAYYIIEHUM HAIIEro I10-
HUMaHUSI TEHETUYECKMX TMPUYMH apUTMUYECKUX
Oosie3Helt cepalia. B HacTosiiiee BpeMsi reHeTuvec-
KO€ TECTUpOBaHUE Bce 6osiee yBepEHHO BHENPSIETCS
B KJIIMHUYECKYIO KapAUOJOTUYECKYIO TTPAKTUKY, Ye-
My CITOCOOCTBYET pacipocTpaHeHHEe U KOMMepUec-
Kasi JOCTYITHOCTh TeHETUYECKUX UcbITaHui. Hau-
OoJbIas TOJIE3HOCTh TEHETUYECKOTO TECTUPOBa-
HMSI 3aKJII0YaeTcsl B CKPMHUHIE M IMArHOCTUKE
POACTBEHHUKOB U3 IPYyMIIbl pucka. JlaHHbIe MHOTO-
YUCJIEHHBIX HCCICHOBAHUN  CBUICTEIbCTBYIOT
0 TOM, 4YTO MH(OPMALIMS O TeHOTUIIe, JiexalleM
B OCHOBE 3a00JieBaHMsI, OJIe3Ha [IJis1 BIOOpa Tepa-
MUY U TpeackaspiBaeT MporHo3. [loatomy crekTp
HUCCIIEIOBAHUI, KOTOpPBIE MOTYT CITOCOOCTBOBATh
cTpatTudUKaIMY MaleHTOB U OMpeaeIeHUIO alro-
puTMa JiedeHUs], HeoOXOAMMO paclIUpsITh, B TOM
qucie 3a CYET NMPUMEHEHMST TeHETUYECKOTO TECTH -
pOBaHUsl.
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The presented case demonstrates the successful catheter ablation for three types of tachyarrhythmias, with dif-
ferent types of combinations of surgeries, as well as atrial fibrillation with multiple additional atrioventricular
connections, which required the use of a two-stage operation. In X-ray surgery, when mapping on tachycar-
dia, there were two morphologies of antidromic tachycardia with a cycle duration of 280 and 250 ms and orto-
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dromic reciprocal tachycardia with alternation of short and long cycles of 320—380 ms, as well as atrial fib-

rillation with an additional beam.

Currently, radiofrequency ablation can effectively eliminate such complex cases as multiple additional atrio-
ventricular connections, in which there are several types of tachyarrhythmias.

Keywords: Wolff— Parkinson—White syndrome; multiple additional atrioventricular connections; pre-excit-

ed atrial fibrillation; radiofrequency catheter ablation.

BBenenue

JonoJHUTENbHBIE TIPEACEPAHO-XKETYT0YKOBbIE
coenuHenus (JITTXKC) Bctpeuatores y 0,1—0,3% 06-
et momnyssiuuu. Y 6obHbIX ¢ JTT2KC yactoTta Bo3-
HUKHOBeHUsT pubpuuisiumu npeacepauii (PIT) co-
crasisieT 30%, 4TO HAMHOTO OOJIBIIE, YEM B OOLLIENA
nonyssiiau (3—4%) [1]. ATN2KC urpatot rmatodusu-
oJIorTuecKyto posb B pazsutum PI1y maHHO# KaTe-
TrOpUH MaleHTOB. BOJIBIIMHCTBO OOJIBHBIX — JIMLIA
MOJIOJIOTO BO3pacTa, KOTOPbIE HE UMEIOT CTPYKTYP-
Hoii nmatonoruu cepaua [2]. CoyetaHue cUHIpPOMA
Bosibha—ITapkuacona—Yaiita (BITY) n @I moxkeT
TIPUBECTH K Pa3BUTHIO XHM3HEYTPOXKAIOIICH apuT-
mun. BosnukHoseHue ®PI1 y 6oabHBIX ¢ JATT2KC Mo-
JKET COIPOBOXIAThCS OOMOpOKamu, KoJularicaMu,
KJIIMHAYECKON KapTUHOM OCTAaHOBKU KPOBOOOpaIlie-
HUsI U TIPUBECTU K BHE3aIHOW CEpIeYHOI CMepTu
(BCC) [3]. Ecnu nonoaHUTeIbHbINA TYyTh UMEET KO-
POTKUIi aHTerpaaHblii 3(heKTUBHBIN pedpakTep-
HBII TIepUOI, TIPOUCXOIUT YBETMICHIE YaCTOTHI CO-
KpalleHUH KeJIyIOoUYKOB, UTO MOXKET BbI3BaTh (pUO-
PUJLISILIMIO KeTynouyKkoB [1, 2, 4], mpu 3TOM yacToTa
JKETYTOUYKOBBIX COKPAIIEHWI MOXET TOCTUTaTh 0O-
nee 300 yn/mMuH [2, 5]. BepositHocTb pazButust BCC
y OecCMMNOTOMHBIX OOJBHBIX HHM3Ka, OJHAKO OHa
OYEHb BBICOKA Yy CHMIITOMHBIX TAllMEHTOB [6].
K Tpyririe BBICOKOTO pHUCKa OTHOCSITCSI OOJIBHEBIE,
y KOTOPBIX BO BpeMsI TIPUCTYIa TaXUKapAUU HaOJTIO-
Jaercsl yKopodeHue nHTepBaia R—R meHee 250 mc
[1,2,6,7]. OTMeueHO, YTO C BO3PACTOM ITPOUCXOIUT
3aMelJICHUE TTPOBEASHMSI MO JTOMOJIHUTEIbHOMY IMy-
TH, a B HEKOTOPBIX CIIy4Yasax Jaxke ITOJTHOE eTo NCUe3-
HOBeHUE [6]. B peTpoCIeKTUBHOM MCCIIEI0BAHUU
y naiueHToB ¢ cuHapomom BITY, nepeHeciux ocra-
HOBKY Cep/1ia, ObLT Opeae/IeH Psii KPUTEPUEB, C TT0-
MOIIBIO KOTOPBIX MOXHO BbISIBUTb MOBBIILIEHHBIN
puck BCC: xopotkuii untepsai R—R (meHee 250 Mc
Ha TaxyvKapauu), aHaMHe3 CUMIITOMHOM Taxukap-
MU, HAJIMYKMe MHOXECTBEHHbBIX IOIMOJHUTEIbHBIX
MyTeil, coueTaHue ¢ BPOXKICHHBIMU U MPUOOpPETEH-
HBIMM MOpOKaMu cepaua [7].

B mnepuonme numHaMmuyeckoro HaOJIOAEHUS IO
10 et y 60abHBIX ¢ cuHApoMoM BITY uyactora BCC
BapbupyeT B ipenenax 0,15—-0,39% |7, 8]. Mccneno-
Banus C. Basso et al. mokasaim, 4To y MOJIOIBIX JII0-

nei B 3,6% caydaeB cuHapoM BITY asistics mpu-
yuHoit BCC, mpuuem KImHHUYecKass CMUMIITOMaTUKa
otcyrcTBoBaiia B 40% ciydaes [9]. OmHUM U3 MeTO-
JIOB JIEYEHUSI, COTJIAaCHO PEeKOMEHAALMSIM II0 IIPO-
¢unaktuke BCC y manuMeHTOB ¢ NpU3HAKaMU
MpenBO30YXIEHUST XKeJIyJI0UKOB Ha 3JIeKTpoKap-
nuorpamme (DKI) u ®I1, gsiasiercss paamodacTor-
Has abnaumst (PYA) [8, 10, 11].

Oco0bIii MHTEpeC MPEICTaBIISIIOT CITydyand HaTAInsT
mHoxecTBeHHBIX JITT2KC, 11pn KOTOPBIX BCTpeYaroT-
Csl HECKOJIbKO BMIOB TaxMapUTMMI C pasTMIHbIMU
TUIIAMU COYETAHUI TPOBEICHUI I10 TOIOJHUTEb-
HBIM TIyTSIM, MMeEIOIIME OCOOble XapaKTepUCTUKU
9JIEKTPO(PU3NOIOTNYECKON KapTUHBI UM TPYAHOCTU
npoBeaeHUs auddepeHInaaIbHON JIUAarHOCTUKU.
B naHHoOl cTaThe TPUBOAUTCS KIMHUYECKUM Citydait
HaJIMYMsI MHOXXECTBEHHBIX MyTeil y O0JILHOIO C CUH-
npomom BITY u DIT.

Knuanaeckuit ciaygai

IMauuent [.,15 net, ObUI rocrnuTaIu3vupOBaH
B HMUILICCX nm. A.H. bakyineBa ¢ xkajmobamu Ha
MPUCTYIbl PUTMUYHOTO U HEPUTMUYHOTO CEpILle-
OueHus, ciaaboctb. Ilo opraHam U cuUcTeMaM:
6e3 ocoobennoctei. 1o ganubeiM DKI: manudecrn-
pytomiuii cunapom BITY (puc. 1). ITo naHHBIM 3X0-
Kapauorpacduu: MOJOCTU cep/lia He paclIMpPeHbI,
coKpaTuTebHash GyHKIKS MUOKap/a COXpaHeHa.

[TarimeHT ObLT JOCTAaBJICH B PEHTI€HOOIEPaLIMOH -
Hy10 Ha cuHycoBoM put™me ¢ YCC 70 yo/MuH 1 rIpu-
3HAKaMM MPE3K3UTALINU XKeTyI04KoB. [Ton MecTHOI
aHecTe3uel MyHKTUPOBaHbI MpaBasi OeApeHHasl 1 Jie-
Basl MoakiItounyHasl BeHbl. [IpoBenenbl 10-mostoc-
HBIA JUArHOCTUYECKUI 3SJIEKTPOA B KOPOHAPHBIA
cunyc (KC) u 4-noocHbIil AMarHOCTUYECKUI 371e-
KTpon B obsiacth mmyuka Iica u IT2K. I1pu BbIMoHE-
HUU PEeTPOrpagHoOii TporpaMMHUPOBAHHON CTUMYJISI-
muu: nposeneHue no HITXKC, perporpamgHbiii 3¢-
dexkTuBHbINN pedpakTepHbiii  nepuon  (POPIT)
JTTXKC menee apdeKTuBHOTO pedpakKTepHOro Iie-
puoaa mpasoro keaygouka (DPIT TT2XK), 240 mc
(cnuBHoM KommnoHeHT Ha 9—10 KC). ITpu BbinosHe-
HUW aHTETPaJHOU MPOrpaMMUPOBAHHON CTUMYJISI-
muu n3 KC: nposenenue no JAITKC ¢ napactanuem
CTETNEHU MPes3K3UTALIMK, Ha UHTEpBaje CLETUICHUS
(MC) 280 mMc — paspblB aTpUMOBEHTPUKYJSPHOTO
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Puc. 1. DnekrpokapauorpamMma 60JIbHOIO C CUHAPOMOM
Bonbda—ITapkuHcoHa—Yaiita

(AB) nntepBana Ha 20 Mc ¢ UIBMeHeHHEM MOPGOJIO-
YU IIPesK3uTaunn. AHTeporpamgHbiil 3(p(PEeKTUBHBI
pedpaxrepnsblii nepuon (ADPIT) nepsoro JATTXKC —
300 mc, Broporo AITXKC — 260 mc, manee mposene-
HUE II0 aTPUOBEHTPUKYIsIpHOMY Y371y (ABY) ¢ enu-
HUYHBbIMU 3x0-0TBeTaMu. ADPIT ABY 220 mc.

brina myHkTupoBaHa IipaBasi OenpeHHasl BeHa
Y MPOBEJIEH yIIPaBIsieMblil abJallMOHHBIN 31€KTPOI
Mariner Medtronic. I[Tpu KapTHpoBaHUM Ha CUHY-
COBOM pMUTME Hambojee KOpoTKMii AB-mHTepBan
ObLIT TOJy4YeH B MpaBOi HUXKHEW MmapacenTajibHOM
obmactu. Ilpyu cTUMyISLIMKM BEpXHUX OTIEIOB IIpa-
BOro TIpeacepAusi MHIyLMpoBajiach aHTUAPOMHas
peunnpokHas Taxukapaus. [Ipw kapTupoBaHMM Ha
TaxuKapauyd OTMEUYeHO JBe MOP(dOJOTrMM aHTU-
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IPOMHOM TaxWKapaIWW C IJIATETbHOCTBIO ITMKIIA
(A1) 260 u 240 Mc (Ha Gosiee KOPOTKOI — OTpULIA-
tenabHBI QRS Bo Il orBeneHnu, Ha Oojiee MemJICH-
Hoii — mnosoxutenabHbii QRS Bo 1l orBemeHun)
(puc. 2, a, 6). Kpome TOoro, Ha OpTOAPOMHOI pelu-
npoxHoii Taxukapauu (OPT) Habmoganocs yepeno-
BaHME KOPOTKOTO M JUIMHHOTO LIMKJIOB: 280—380 Mc
(puc. 2, 8), YTO CBUAETEIHCTBOBAIO O HATUYMW MHO-
xectBeHHbIX HITKC HuxKHe napacemnTalbHOM
U MepeaHEeHVKHel Jokanu3auuu. Takxke oTMeuyeH
cnoHTaHHbIA Tepexon OPT B mpesk3uTaloHHYIO
Taxukapauio ¢ yuactuem asyx HIIT2KC (puc. 3, 4).

bruta nposenena PYA B napacenranbHoOi obJiac-
™ (puc. 5) ¢ HapacTaHueM AB-nHTepBajia U yMEeHb-
1IeHueM BbIpaxkeHHOCTU A-BosiHbI Ha DKI. JlomoJ-
HUTEJIBHO BBIMTOJTHEHBI €Il JBa PAaIMOYacTOTHBIX
Bo3elcTBUA B faHHOM 30He. [Tociae PUA npu ctu-
Mysamnn yeThsd KC HapacTaHme TIpesK3uTaIui OT-
CYTCTBOBaJO, OJHAKO HaOJoAagach cTabuabHas
peaK3uTaIys apyroit Mopdomorum Ha MC 300—260
Mc. BbL10 IpoBeaeHO HECKOJIbKO MIPOOHBIX paanova-
CTOTHBIX BO3ICHCTBUI MO YCTheM M B HaYaIbHBIX
ortnenax KC — 06e3 cymecTtBeHHOTo 3¢ deKTa.
IMpu panbHelimeit crumynsiuuu — uHAyKuuss OPT
¢ 11 281 mc (puc. 6, a). [1pn KapTupoBaHUM Ha Ta-
XMKapIUM paHHsS 30Ha OTMEUYeHa B IMepeIHEeHIK-
Heil 0biacTu, rae ObLIO BHITIOJIHEHO TPU paauovac-
TOTHBIX BO3IECUCTBUSI, C TEPEXOIOM B CTAOMIBHYIO
®DIT ¢ mposenenueMm 1o AITXKC, MUHMMATBHBIM
R—R 146 Mmc (puc. 6, 6) 1 TafeHeM reMOIUHAMUKU,
KynupoBaHa Kapauosepcueit 360 /Ix.
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Puc. 2. HTpaorepalilioHHbIe 3JIEKTPOKAPANOTPAMMBI:

a — AHTHIPOMHAs TaXWKapIWs C JUTMTEJbHOCTBIO IMKIA 262 MC
M paHHe# aKTUBAllMedl B HUXKHEN mapacenTtaibHOU obnactu; 6 —
BTOPOW TUIT TaXUKapAUU C JUIMTEIBHOCTBIO LKA 240 MC; 6 — U3-
MEHEHUE [UTUTEbHOCTHU LIMKJIA BO BPEMST OPTOAPOMHON PELIMITPOK-
HOU TaxuKapaIuu
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Puc. 3. I1epexon opToaApOMHON TaxuKapAuu B TIPEIK3U-
TALMOHHYIO

[TocrornepallMOHHBIN IUAarHO3: MaHU(DECTUPYIO-
wuit curapoM BITY; muoxectBennblie JITT2KC mapa-
CeNTAJIbHOM M TiepeTHeHIDKHe ! Jokanmm3anyn,; OPT
¢ 10 280—380 Mc, mpeaK3uTalMOHHAsI TaXUKapIus
¢ 11 260 mc; npesk3uTaliioHHas Taxukapaus ¢ JIL1
240 mc; ®IT ¢ nposeaenuem 1o JIT2KC. PekomeH-
JIOBAHO HACBHIIIEHUE KOPAAPOHOM IO CXeMe B Teye-
HUE Mecsilia ¢ rocieayolieil moBropHoii PYA.

ITociae moBTOPHOrO 31eKTPOGU3UOIOTUIECKOTO
ucciaenoanus (DMU) Ha hoHe HACBIIIIEHUST KOp/a-
POHOM TMAaIMEHT ObUT TOCTaBJIEH B PEHTTEHOOTIepa-
LIMOHHYIO0 Ha cuHycoBoM put™Me ¢ YHCC 70 ya/MuH
¢ MUHUMAaJTBHBIMU TIPU3HAKAMU TTPEIK3UTAIINN Ke-
JynoukoB. ITon MecTHOI aHecTe3uel ObUIM MyHKTH -
pOBaHbI MpaBasi OeApeHHasl 1 JieBasi MOAKIIOUNYHas
BeHbl. [IpoBeneHbl 10-mOMIOCHBINA AMArHOCTUYEC-
kuii anekTpon B KC, 20-moitocHbIil — MO mpaBoi
AB-60po3ae 1 abJIallMOHHBIN XOJIOA0BOM AJIEKTPOL
B ITK. Cambiit koporkuii AB-unrtepBai no 20-mo-
JIIOCHOMY 3JIEKTPOJIy OTMEUEH Ha 7 yacax 1o MpaBoit
AB-060po3ne. Ilpu BbIIOJHEHUM peTPOrpagHOM
MPOrPaMMHUPOBAHHOM CTUMYJISILIMK: TIPOBEICHHE IO
AITKC, POPIT AITKC 320 Mc, manee IpoBeneHue
no ABY, POPII ABY 280 mc, DPII IT2K 240 mc.
Ilpu aATerpagHOi TPOrPaMMHUPOBAHHON CTUMYIISI-
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Puc. 6. HTpaorepalimoHHbBIe 3JIEKTPOKAPANOTPAMMBI:

Puc. 4. [NonoxeHne abaallMOHHOIO 3JIEKTpoAa Ipu ad-
JIaUMU TIPaBOrO IMEePEeIHEHUKHErO IOMOJHUTEIBHOIO
MpeACepAHO-KEIYyI0UYKOr0 COeIMHEHUs. MexaHu3m
MPEes3K3UTALIMOHHOMN TaXUKapauu (MEXIy IByMS JTOIOJI-
HUTEIbHBIMU TPEACEPIHO-XKETYIOUYKOBBIMU COEIUHE-
HUSIMU)

(1] ‘i‘

Puc. 5. [TonoxeHune abialiIMOHHOTO 3JIEKTPOa BO BpeMsl
pPamTMoOYACTOTHOM abJIalliy IapacenTalbHOrO IOIOIHM-
TEJIBHOTO ITEPEACEPIHO-XKETYT0YKOBOIO COCIUHEHMUS

muu u3 KC: nnpoenenue mo JAIT2KC ¢ makcumanb-
Hoil mpesk3uTauueit Ha MC 380—340 mc, nanee
nposeaeHue mo ABY, na UC 300—280 mc — Gioka-
na 1eBoit HoxkM nydka Ica. Muaykuusa OPT ¢ 111
280—380 mc. Ilpu KapTUpoBaHMM Ha CHUHYCOBOM
putMe HauboJjiee KOpoTKuii AB-uHTepBaa ObLT I10-
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a — TIepBbI TUTT TAXMKAPINHU, OPTOIPOMHAST PELIMITPOKHAS TAXUKAPAWS C [IUIUTEIbHOCTBIO KA 281 Mc; 6 — puOpuuIaLms mpeacepani
C aHTEPOrpagHbIM TUIIOM ITPOBEIEHUSI MO AOMOJbHUTEIBHOMY MPECePIHO-XKETYI0UKOBOMY COEAMHEHMIO U Pa3HbIM UHTEpBaIoM R—R
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Puc. 7. UHTpaonepalinoHHbBIE 3JIEKTPOKAPANOIPAMMBI:

a — B MOMEHT 3(h(EeKTUBHON DPaIMOYACTOTHON abNalliy TPaBOTO HYDKHEIIEPEIHETO MTOMOMHUTETBHOTO MPEICcepIHO-XKETyI0YKOBOTO
COCAMHEHMST; 6 — MOocje PaarovyacTOTHON abialiy MPU3HAKU MPEIK3UTALIMU KETYJ0UKOB OTCYTCTBYIOT

JIydeH B MPaBOil HIKHEN 00yiacTi Ha 6—7 Jyacax 1o
AB-06opo3ne.

Boimomnena PYA ¢ cooTHomIeHHEM IIpencep-
s K Kenynouky 1:2 u 3akpeituem HIT2KC Ha
12-ii cexynne PYA (puc. 7, a). JlonoaHUTEIbHO
OCYIIECTBJICHO ellle TPU PaaroYaCTOTHBIX BO3ICHi-
cTBUS B JaHHOU 30He. Yepes 30 muH nocie PYA
npoBegeHune no  JAII2KC  orcyrcTtBOBalio
(puc. 7, 6). Ilpu ctumynsauuu yctbst KC: nmpoBene-
Hue 1o ABY, na UC 300—260 mc — 0JioKana jaeBoii
HOXKH TTyuka [¥ca, Taxukapaus He MHIAyLIUpOBa-
nack. Ilpu ctumynauum I12K: mpoBeneHue 1o
ABY, POPII ABY 280 mc. bsuia npoBeneHa cTu-
MYJISLUMS BepXyLIKU U OazanbHbIX oTaejaoB ITK:
BepU(MULIMPOBAHO OTCYTCTBUE (HYHKIIMOHUPOBA-
Hus AITXKC.

[TocTonepallMoOHHbBIN JUarHO3: MaHUMECTUPYIO-
muit cunapom BITY, tun B; MHOXeCTBEHHBbIE
ATTZ2KC mpaBoii mapacenTaibHON U TepeaHEeHX-
Hel Jokanu3auuu; napokcusmanabHas OPT ¢ LI
280—380 mc, mapokcusManbHasg APT ¢ 11 260 mc,
napokcusmanbHas APT ¢ JII 240 mc; mapokcu3s-
manbHasg @IT ¢ npoBenenneM 1o AITXKC. JaHbl pe-
KOMEHJAlMKU: OTMEHa KOpJapoHa, YpeClUIeBO/I-
Hoe DDU uepes 2—3 mec.

[TocneonepallMOHHBI Tepuoa TpoTeKan 6e3
ocinoxHeHuii. [To ganabpiM DKI: cMHYCOBBIN PUTM,
YCC 66 yo/muH. [TpuzHaky TpesK3UTALINN XKeJTy-
JIOYKOB OTCYTCTBOBAJIU.

Yepes 3 Mec ObUIO BBIMOJIHEHO 12-KaHalbHOE
CYTOYHOE  XOJTEPOBCKOE MOHUTOPUPOBaAHUE,
A-BoJIHA He peructpuponanach. I[lpu upecrmiie-
BogHoM DDU nposenenue no AITXKC He BoisiBie-
HO, TaXUKapAus He UHAYLNPOBAIACS.

OGcyxnenne

AddextnBHOCTE Mpoueaypsl PYA B ycrpane-
auu JIITKC cocraBisger 6osiee 95%, UMeeT HUBKYIO
4acTOTY OCJIOKHEHUU U SIBJISIETCS OMHUM U3 METO-
noB BeiOopa B eueHuun AITTKC [2, 4, 12]. I1pu Ha-
Jnuun MHoxecTBeHHbIX JITT2KC BO3HUKAIOT CIOXK-
HocTu B nipoBeaeHnn DKI'- u DOU-amarHocTuku,
a Takoke Ipy BeInmoaHeHuu PYA. DTuM oObICHSIET-
csl yBeJIMYEHUE JTUTEbHOCTU MPOLIEAYyPbl U KOJIU-
YECTBO OCYILECTBJICHHBIX BO3NCUCTBUI, a TaKXe
HEoOXOMMOCTb MpOBeAeHUsT TOBTOPHBIX PUA mipu
BO3HUKHOBeHUM peunauba BITVY.

M. Haissaiguere et al. [13] B cBoeM mcciienoBa-
HUM NOATBepaIN 3(POEKTUBHOCTH KaTETEPHOI a0-
Jaluuu B ycTpaHeHuu cuHiapoma BITY y GosibHBIX
¢ @I1. OgHako AT TOTO, YTOOHI MTPEAOTBPATUTE Pe-
uuauBbel PIT nipu ATTKC, Heobxomumo orpere-
JINTh MexaHu3Mbl pa3BuTtus PII y maumeHTOB
¢ cuaapomom BITY. BaxHyio pojb B MHAYLIMPOBa-
HuM nmapokcu3MoB DI1 y GoJBHBIX ¢ MpedK3UTaLIUeH
JKeJTyTOUKOB UTpaloT Haimuue (GpyHKIMOHUPYIOLIe-
ro JAIT2KC 1 yacTbie MapoKCHU3Mbl aTPUOBEHTPUKY-
JISIPHOI peUMIIPOKHOM Taxukapauu. B mcciemnona-
HUM ObLIO oTMedyeHo, uyro DI HamHOro uyaiie
BCTpeuyaeTcsl y OOJbHBIX ¢ MaHMU(ECTUpYIoIIei
¢opmoii BITY, yeM y maumeHTOB CO CKPBITOI (pop-
moit JTTKC. CnenoBaTelbHO, YacTOTa MapOKCU3-
MoB DI1 pu manudectupytomeii hopme ATKC
ObuUla OoJibllle, YeM IIpU CKPHITOl opMme.
T. Hamada et al. [14] nmoayuuau Te e pe3yJbTaTbl
U TIPUIILIHN K CJICAYIONIEMY 3aKITIOYeHUIO: €CITN KITH -
Hudeckas cumnromatuka PI1 Bo3BpalaeTcst cpaszy
rocJie abmamuu, To B 71% ciydaeB Mbl HabII0qaeM
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peuuaus npoBeneHus no JIT2KC. Yacrora BoccTa-
HoieHus 1o HITKC mocne adpdexktuBHoit PHA
cocTaBisieT oT 6% mo 10% [15], a mpm MHOXXeCTBEH-
HbeIx JIT2KC 3TOT 1Mokasarens e1ie BhIIIe.
Hecmotpst Ha BbICOKYIO 3(hdekTuBHOCTL PUA,
B psiie CIy4aeB BO3HUKAIOT OIpeAe/IeHHbBIE CTOXKHO-
ctu. Haubosee yacTbie MpUUMHBI Hed(P(PEKTUBHOC-
™ PYA — orpaHm4eHHOCTH JOCTyMa, HECTAOWIb-
HOCTb KaTeTepa Py aHATOMUYECKUX OCOOEHHOCTSIX
(ripm tokamm3anuu JATT2KC B mpaBoit AB-60opo3sne),
HEBO3MOXHOCTh Aoctyma K JIII2KC, snukapauansb-
Hasl Jokayu3anust (8% ciryyaeB JIUTEIbHBIX U He-
yIauyHbIX MOMNBITOK adsaiuu) [12, 15], HempaBUJIb-
Hasl IOCTaHOBKa JMarHo3a (OLIMOOYHasi MHTepIIpe-
Tanus BJIEKTPODU3UOJIOTUYECKUX  JaHHBIX,
HETOYHOE KapTUpOBaHUE), OJU30CTh K KM3HEHHO
BaXXKHBIM CTPYKTYpaM (TaKMM KaK KOpOHapHasi apTe-
pust), CTPYKTYpHBIE aHOMAINU (TaKue KaK aHEBPU3-
Ma KOPOHAapHOTro CMHYCa), HU3Kasi aMILUIUTyAa, MHO-
JKEeCTBEHHOCTh MEXaHU3MOB TaxuKapauu [15, 16].
IMpyn snukapauaaIbHON JOKANIM3aLMKU, HaTAYUU
aHeBPU3MbI KOPOHAPHOTO cUHYca, Hed(h(eKTUBHOC-
T MHOXXeCcTBeHHbIX PUA mokasaHo pelieHue BOIpo-
ca o IIpUMEHEeHUH Xupyprudeckoro jedenus JTTKC
B YCJIOBUSIX MCKYCCTBEHHOT'O KpOBooOpameHusI [7].

3axioueHue

Ilo nuTepaTypHbIM AaHHBIM, MHOXECTBEHHbBIC
npoBozasiue nytu npu BITY peructpupyrorcs
B 10-30% cayuae. [lo manueiM HMUIICCX
nM. A.H. bakynesa, MHOXeCTBEHHbIE ITyTH BCTpeya-
1otcs B 10,4% cirygaes!. [Tpy HATMYUU MHOXKECTBEH -
HbIX MPOBOJSIIMX IMyTEH KIMHUYECKU OTMEYaeTCsl
HECKOJIbKO BUIOB TaxuapuTMmuii, a mpu DDU u xap-
TUPOBAHUM — HAIMYME HECKOJBbKMX 30H MPOPHIBOB
BOJIHBI BO30Yy:XAeHUs1 B oosactu AB-6oposabl. Kak
TIPY OMWHOYHBIX, TaK M TP MHOXKECTBEHHBIX ITyTSIX
Bctpevaetcst DI, KoTopast 0OBIYHO YCYTYOISIET Teue-
HHe 3a00JIeBaHNS U SABIISIETCS OTHUM M3 TTOKa3aHMiA
K npoBegeHuio PYA. MHoraa npu pa3BUTUN TeMO-
IUHAMHWYECKH 3HaAUYMMBIX arm3om0B PI1 ¢ mpoBene-
Huem no JII2KC Bo BpeMst mipoueaypsl (Kak B TaH-
HOM MCCJIeIOBaHUN) TpeOyeTcsl TPUMEHEHUE JIBYX-
STAITHOM oOTlepallyd TIOCJe TPOBENEeHUS Kypca
AHTUAPUTMUYECKOI Teparuu (KOpAapoH).
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B esponeiickux pexomendayusx no ouacHoCmuKe U Ne4eHUr XPOHUYECKOol cepoeuHoil HedOCmamoYHOCmu
(XCH) nod dannbim 3a601e6anuem NOHUMAOM <HAPYUIEHUe CIMPYKMYpbl U QYHKYUU CepOeUHOl Mbliilbl,
sedyujee K HeCNOCOOHOCMU NEPEHOCUMb KUCA0POO 8 MOM KoAu1ecmee, Komopoe Heo0X00UMo 041 MKAHEeB020
MemaboausmMa, HeCMomps HA HAAU4Ue HOPMAAbHO20 O0A6AeHUs 3anoAHeHus». B pexomenodayusx
Bcepoccuiickoeo nHayunoeo obujecmea apummonoeos om 2013 e. npusedenvi caedyrouue uu@pul
pacnpocmparennocmu XCH ¢ Poccuu: nacuumvieaemces 6onee 9,5 MAH ueno6ex ¢ uemKumu NPusHaKamu
XCH, u3 komopuix okono 3 man umerom I1I1—1V ¢pynxuuonanvruiil kaacc 3a60aeéanus; uucao 6oaoHoix XCH
mpydocnocobroeo eo3pacma cocmasnsem 43,5%; 1-remuss AemaibHOCMb NPU KAUHUMECKU 8bIPAIICEHHOL
cepOeunoil Hedocmamourocmu docmuzaem 26—29%, mo ecmo 3a 1 200 ¢ Poccuu ymuparom om 880 do
986 moic. 6oavhbix ¢ XCH. B nevenuu oannoii namonoeuu ocobwlii unmepec npeocmasgasem 31eKmpuieckoe
pemodeauposanue cepoya ¢ XPOHUHECKOU OucCUHXpoHueil. B mHo2ouucieHHbIX uccaedosanusx 0Oviio
00CMO0BepHO NOKA3AHO, YMO CepOedHas PeCUHXPOHU3UPYIOWAA Mepanus YAy4uldem Ka4ecmeo MICU3HU,
a makdce CcHudcaem 3abonegaemocmv U cmepmHocmb. Jlas  oyeHKu dggexkma  cepoeunoll
DECUHXPOHUBUPYIOWel mepanuu HeobXo0uMo paccmompems USMEHeHUs HA DPA3AUMHbIX YPOGHAX:
MONEKYAAPHOM, 2€HeMUYECKOM, YPOGHE OCMPbIX 2eMOOUHAMUHECKUX Peakuuil, a makice XpOHUYecKo2o
pemodeauposanus. busenmpuryaspras cmumyasyus cnocoocmeyem yeeauseHuo MaKkcuUManbHoil CKopocmu
Hapacmauus apmepuanbHo2o 0aéaeHus 8 1e60M JHceay0ouKe, YMEHbUEHUI) IAeKMPU1eCKOoil OUCCUHXPOHUU
U yayuwenuro oowei pabomvl Muopuopuin xHceayooukos. B pannue cpoxu npu nposedeHuu cepoeyHoll
DECUHXPOHUBUPYIOWell Mepanuu Omme4aemcs yayuuleHue UeHmpanvHoll u nepugepu4eckoll apmepuanbHoll
Ouomexanuku, Komopoe npOs8ASemcs CHUMICEHUeM apmepuanrbHoil 34acmMuyHOCMU U aopmanbHO20
umnedanca u NOGbluleHUeM apmMepuarbHol paAcmsANCUMOCIU, a MAKdice CHUNCeHUeM KOHeUHOl
cucmoau4eckoll Jcecmkocmu neeoeo xwceayoouxa. Juccunxponus npu XCH moxcem makwce ocaabumo
HOPMAAbHBLI KOPOHAPHBIL KPOBOMOK, KOMOPbLIL 0nOCPedo8an 00pamHol 0eKOoMNpecCUOHHOU 60AHOL
6 duacmone, u3-3a PeCUOHAAbHOU ACUHXPOHHOU peaakcayuu u cokpawenus. Ilpednonacaemcs, umo
cepoeuHas pecuHXpOHUBUPYIOWAs Mepanus Yeeauuueaem mpaHcaopmanvhblii HOMOK 8 Cmeone Negoll
KOPOHApHOU apmepuu nymem YcuaeHus peaaxkcayuu dceaydoukos. Kak nokaszvieaem npakmuxa, 3mo
aghpexmuenbiit memoo nevenus nayuenmos ¢ XCH ¢ couemaruu ¢ 610xadoii aesoit Hoxcku nyuxa luca. On
nokaszan ceoi 3PpheKmusHocms npu NOCMOSHHOM HNPUMEHeHuu y maxkux nayuenmog. OOHaKo hno-
npedcHeMy Cylecmeyem 3HaA4UmenvHoe Yucio O0AbHbIX, He OMEEeHArWUX HA dMOm 6ud AeyeHus, — Nno
Pa3HbIM OaHHbIM, 0045 HepecnoHdepoe cocmaesnsem 20—30%. OOnum u3 eapuanmos peuienus npooiemvl
A6ASEMC NOUCK ONMUMANLHO20 MeCma CMUMYAAUUU 1e6020 dceaydouka. [lpumenenue cepoeuHoil
DECUHXPOHUBUPYIOWell Mepanuu 6 PaHHeM HOCAeONepayuOHHOM nepuode y 0G0AbHbIX ¢ UCXOOHO HU3KOL
@pakyueii 8b10poca 16020 JHceay0ouKa Nocie Onepayuy Ha OMKPbIMOM cepoue yayuuiaem QyHKUUIO 1e6020
Hceny0ouKa, ymeHvuaem KOAUMecmeo KOUKO-OHel 6 PeaHuMAayuoHHOM omoeneHuu u seasemcs 6onee

npeonoumumenbHoli No CPABHEHUIO ¢ NPAagod’cenydoHK080l CIMUMyAayUel.

Kawuesoie crosa: XpOoHU4"ecKasn cep()elmaﬂ Heaocmamotmocmb; cep()elmaﬂ PECUHXPOHU3UpYruLaa mepa-

nus; 6aokada neeoii Hodcku nyuka luca.
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TREATMENT OF HEART FAILURE WITH TEMPORARY THREE-CHAMBER
STIMULATION IN PATIENTS IN THE EARLY PERIOD AFTER CARDIAC SURGERY
WITH BYPASS

S.1. Stupakov, E.Kh. Shafiev

Bakoulev National Medical and Research Center for Cardiovascular Surgery, Rublevskoe shosse, 135, Moscow,

121552, Russian Federation

Sergey |. Stupakoyv, Dr. Med. Sc., Senior Researcher, Cardiovascular Surgeon;
Esan Kh. Shafiev, Cardiovascular Surgeon, E-mail: cardio_33@mail.ru

In European recommendations for the diagnosis and treatment of chronic heart failure (CHF) this pathology
is defined as “abnormality of cardiac structure or function leading to failure of the heart to deliver oxygen at
a rate commensurate with the requirements of the metabolizing tissues, despite normal filling pressures”. The
recommendations of the Russian scientific society of arrhythmologists from 2013 include the following figures
of CHF prevalence in Russia: there are more than 9.5 million people with clear signs of CHF, of which about
3 million have III-1V NYHA functional class; the number of patients with CHF of working age is 43.5%;
annual mortality of patients with clinically severe heart failure reaches 26—29%, that is, from 880 to 986
thousand patients with heart failure in Russia within 1 year. Of particular interest is the electrical remodeling
of the heart with chronic dissociation. Numerous studies have shown that cardiac resynchronization therapy
(CRT) improves quality of life and reduces morbidity and mortality. To assess the effect of CRT, it is neces-
sary to consider changes at different levels: molecular, genetic, acute hemodynamic reactions, as well as
chronic remodeling. Biventricular stimulation promotes an increase in dp/dt max of the left ventricle, reduc-
tion of electric dyssynchrony and increase of the overall work of the ventricular myofibrils. In the early stages
of the CRT, there was an improvement in the central and peripheral arterial biomechanics, which is mani-
fested by a decrease in arterial elasticity and aortic impedance and an increase in arterial extensibility, and
a decrease in the end-systolic left ventricular stiffness. Chronic heart failure may also weaken normal coro-
nary blood flow, which is mediated by the reverse decompression wave in diastole due to regional asyn-
chronous relaxation and contraction. It is assumed that CRT increases the transaortic flow in the left main
coronary artery by increasing ventricular relaxation. CRT is definitely an effective method of treatment for
patients with CHF in combination with the left bundle branch block. This method is effective in continuous use
in these patients, however, there is still a significant number of patients who do not respond to this treatment
— according to various reports, the proportion of non-respondents is from 20 to 30%. One of the options for
solving this problem is to find the optimal place for left ventricular stimulation. The use of CRT in the early
postoperative period in patients who underwent the open heart surgery and have a low baseline ejection frac-
tion of the left ventricle improves left ventricular function, reduces the number of patient days in the intensive
care unit and is preferable compared to right ventricular pacing.

Keywords: chronic heart failure; cardiac resynchronization therapy; left bundle branch blockade.

Beenenne

B EBponeiickux peKoMeHIalusIX 110 TMarHOCTH -
K€ Y JIEYEHUIO XPOHMYECKON CcepAeuHOl HeaocTa-
touHoct (XCH) moa maHHbIM 3a00JeBaHNEM T10-
HUMAaIOT «HapylIeHUue CTPYKTYPbl U (PYHKIIUU Cep-
JEUYHOM MBILIIbBI, BeAyllee K HECIOCOOHOCTU
MEPEHOCUTH KUCIOPOI B TOM KOJIMYECTBE, KOTOPOE
HE00XOAMMO JJIs1 TKAHEBOIo MeTaboM3Ma, HECMO-
TPs Ha HAJIMUME HOPMaJIbHOTO JIaBJIeHMS 3ar0JIHE-
Hus» [1].

B pexkoMmeHpmanusix Bcepoccuiickoro HaydyHOTo
ob1mecTBa apuTMoi0roB oT 2013 . mpuBeneHHI Clie-
nyromne nudpsl pacrpocrpadneHHocT XCH B Poc-
CHUM: HACUMUTHIBAeTCS Oosiee 9,5 MJTH UeIoBEK C YeT-
kumu npusHakamMu XCH, 13 KOTOpbIX 0KOJIO 3 MJTH
nmerot 1111V dyakumonansHbit kinace (PK) 3a-
ooneBanust; ynciao 6oabHbIX ¢ XCH Tpymocmnoco6-
HOTO Bo3pacTa cocTaBisieT 43,5%; 1-1eTHsIs JIeTalb-
HOCTb IIpM KJIMHMYECKU BBIPAXKEHHON CepAeYHOI

HEJI0CTaTOYHOCTH JocturaeT 26—29%, 1o ecTh 3a |
rog B Poccun ymupator ot 880 10 986 ThIC. O0IBHBIX
C cepAeYHOI HEeAOCTaTOUHOCTHIO [2].

B CIIA cepneuHO# HEIOCTaTOUHOCTBIO CTpaaa-
10T OoJiee 5 MJIH Jtoaeil. I3 HUX 0KOJI0 MOJIOBUHBI
UMEIOT CHUCTOJMUYECKYIO CEPACUHYI0 HEI0CTaTOY-
HOCTb ¢ (pakimeii BeIopoca (DB) neBoro xemymou-
ka (JIZK) menee 40%, 1 okoJjio 30% TalieHTOB UMe-
T mmTenbHOocTh QRS 6onee 120 mc [3, 4]. Ot
0oJIbHBIC, HECMOTPS Ha ONITUMAJIbHYIO METUKAMEH -
TO3HYIO Tepanuio, MOABEPKEHBI BBICOKOMY PHCKY
BHE3AMMHOM CEepAeYHO-COCYIUCTON CMEPTHU, UTO Ya-
CTUYHO OOYCJIIOBJICHO HaJIW4YheM IUCCUHXPOHUU
B COKpAIIIEeHUH KETYIO0UYKOB.

ITaTrodusnonorus AMCCUHXPOHUH

Daekmpuueckoe pemooeauposanue

Oco0brit MHTEPEC NMPEACTABIISICT SJICKTPUUYECKOEC
peMoacJanpoBaHME CEpaLa C XpOHI/I‘ICCKOﬁ JOUCCHUH-
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xpoHueil. D.D. Spragg et al. mokasajiu, 4To yepe3
4 Hen G10Kazaa JeBoit HoxXKM nmydka [ica (BJIHIIL),
JJIMTebHOCTh moTeHlmana aeiicteust (I11) u pe-
(bpakTepHoro mnepuojga YMEHbUIWJIUCH B CTEHKE
JIZK, xotopas aktuBupyeTcs 1o3xke Bcero [5]. He-
CKOJILKO MHbIE€, HO HE MEHee UHTepPeCHbIe JaHHbIe
obuM moJsrydeHsl D. Jeyaraj et al. [6], KoTopble mo-
Kaszaju, 4To 4-HenejbHas1 JEBOXETYI0UYKOBasI CTU-
MyJISiLMs y cobak Bbi3Bajla OudazHoe MpoCTpaHCT-
BeHHOE pacnpeneneHue usmenenuit I/l ¢ ymimne-
HUEeM MoTeHLIMaia JeMCTBUS B pAaHO aKTUBUPYEMbBIX
00J1acTSIX, YKOPOUEHUEM B 00JIACTSAX C MTHOBEHHBIM
BpeMeHEeM aKTHUBallUM U 3HAYMTEIbHOE YIJIMHEHNE
I11 B mo3nHO akKTUBUpPYeMbIX 30Hax. KpoMe BhllIe-
MepevyucaeHHbIX M3MeHeHu mmutenbHoctu IT1]1,
HEOOXOJMMO OTMETUTb COKpallleHUWEe CKOPOCTHU
MPOBENCHUSI B TO3IHO aKTUBUPYEMBIX OOJACTSIX.
bosee Toro, HopMasibHast pa3Hulia B CKOPOCTH MTPO-
BEJIEHUS MEXIY IHA0KApIOM W 3MUKApIOM Tpeia-
CTaBJISIETCSI UCKAXKEHHOW B TO3HO aKTUBUPYeMOI
JnarepanbHOil creHke JIZK. B To Bpemsi kak oOiias
BKCIpeccusi TeHa KOHHeKCUuHa-43 ocTaBajach He-
usMeHHoi B cepauax ¢ bJIHIII, ero kietouHast jio-
KaJau3alusi U3MEHWJIACh: BMECTO BCTABOYHBIX JHC-
KOB OH OOHapyXuBaJICSl B JlaTepaibHO MeMOpaHe
KapaIMOMMOLMTOB. YKopoueHue I1/] B mo3mHO ak-
TUBUpYeMbIX obsacTsax cepana ¢ BJIHIIT xots 6b1
YAaCTMYHO KOMIIEHCUPYET 3aJepXKKy aKTUBaLWH,
TEM CaMbIM JIMMUTUPYS pa3dpoc penoJisipu3alnu,
Kak MOoKa3aHO Ha MpUMepe CTUMYJIMPYEMOTO cep/i-
na kpoauka. D. Jeyaraj et al. mokaszaau, 4To Mpu
JIEBOXKEJyTOUKOBON CTUMYJISILMU cepiala cobaku
3JIEKTPUUYECKOE PEMOACIMPOBAHUE CBSI3AHO C pa3-
HUILIe B MeXaHWYeCKOl Harpyske («MexaHO3JeKT-
puyeckast odpaTHas cBsi3b») [6]. [TomoOHOE OTKpHI-
TMe ObUIO caeiaHo rpymmoil E.A. Sosunov et al.,
U3yJyawulei «cepaeuHyto namsTh» [7]. YueHble mo-
Kasaju, 4YTO B U30JIMPOBAHHOM CEPJLIE KPOIUKA CY-
1IECTBYET 3aKOHOMEPHOCTb: YeM BbIpak€eHHee 13-
MeHeHue T-3yO0110B, TeM BBIIIE JIEBOXKEIYI0YKOBOE
nJasieHue. bosee Toro, M ymajoch BbI3BaTh Gop-
MUPOBaHUE «ITaMSITU» T-3y0110B BCETO JIUIIIb ITyTEM
MECTHOT'O PaCTSKEHUS MUOKap/a.

Mexanuueckoe pemodeauposanue

MexaHndeckast JUCCUHXPOHUSI, TO €CTh Pa3HU-
11a BO BPEMEHM MECTHOI'O COKpPAIICHMUSI, SIBJISICTCS
OYEBUIHBIM MOCJIEACTBUEM CTUMYJISILIMU XKeEJTya104-
Ka M HapylIeHUEM 3KeIYI0YKOBOW MPOBOIUMOCTH.
PaHHsIsT akTuBalvsl BeAeT K paHHEMY, HO ellle He
Harpy>KeHHOMY COKpAILIEHUIO, B TO BpeMsI KaK I10-
3IHO aKTUBUPYEMBbI€ 30HbBI TTOJBEPralOTCs PACTsIKe-
HUIO BO BpeMsI paHHE CHCTOJIbI, YTO BbIpaxkaeTcsl

B YCUJIEHHOM CHUCTOJIMYecKOM cokpaueHuu. [lo-
clieiHee MPOUCXOAUT OJlarogapss MECTHOM aKTHBa-
uuu Mexannsma @panka—Crapaunra. Kak pesynb-
TaT, CUCTOJIMYECKOE PETHMOHAJIbHOE HAaIMpSKEeHUE
u aedopmalnus, Tak ke Kak M BHELIHSISI paboTa xke-
JIyI0YKa, CHUKAIOTCS B IEPBUYHO aKTUBUPOBAH-
HBIX ydacTKax. I[IpOTUBOIIOJIOXHBIE M3MEHEHUS
JJTMHBI BO BPeMsI CUCTOJIbI, BUAMMO, TOXKE OTBEYatOT
3a CHWXKEHHE HAacOoCHOM (pyHKIIMKM. B KOHIle KOH-
LIOB MeXaHMuYecKasl SHeprusl, KoTopasi BbipadaThiBa-
eTCs B COKpAILAIOIIUXCST YYAaCTKAX, MOTIOIIACTCS
VIJUHSIIOIIMMUCS y4aCTKAMU, BMECTO TOTO UTOOBI
OBITh MCIIOJb30BAHHOI Ha M3THaHWE KPOBU U3
cepaAla WIM Ha CO3JIaHKe JaBJICHUSI B MOJIOCTH XKe-
Jyaouka. M3-3a Toro yto moTpebaeHue KUciaopoaa
TECHO CBSI3aHO ¢ 00beMHBIM KPOBOTOKOM KOPOHAp-
HBIX apTepuii, a y MalMeHTOB KOPOHAPHBIN pe3epB
YacTO MOJ YIPO30ii, PUCK UILIEMUYCCKOIM 00JIe3HU
cepaua mnosbilaeTcs. PasHuila B Harpyske u Ha-
npskeHur B JIZK y malMeHToOB ¢ JUCCUHXPOHUEH,
CKOpee BCero, OObSICHSIET HEOTHOPOIHOE PEMOJEC-
JIMPOBAHUE B ACMHXPOHHBIX XXeJyA0uKax (CM. pUCy-
HOK) [8—11].

Tkaneevte u yabmpacmpykmypHole usMeHeHUs
npu duccunxponuu (pemooeauposanue)

PeMomenpoBaHme TakxKe TIpOSBIISCTCS Ha
YPOBHE I'€HOB, OTBEYAIOLIMX 3a OIpe/eeHHbIE Xa-
PaKTEpUCTUKU MMOLMTOB U/WJIM MEXKIETOYHOTO
MaTpukca. KeaymoukoBas 3JIEKTPOCTUMYJISIIMS
(HaBsI3Ka puTMa) cepalla MbIIIKM B TedyeHue 1 Hen
MpuBea K pa3HULIE B 3KcIipeccuu 18 u3 22 ThIC. HUC-
CJIeOBaHHbIX TEHOB MEXIY NEPeropogoyHOM U Jia-
TepajibHOil obsactbio JIZK. CeMb M3 3TUX TeHOB
KOIUPYIOT OEJIKM, OTBEYAIOIIIME 32 OTBET Ha pacTs-
JKeHHE, peMoe/IMpoBaHue MaTpukca, nuddepeH-
IIMPOBKY KJIETOK-TPEIIICCTBEHHUKOB B MUOLIMTHI,
a Takke auddepeHINPOBKY BOJOKOH I[lypkuHbe.
[MocnemHme wucciemoBaHWS Ha cephame cobaku
¢ BJIHIIT noka3anu, 4To yCKOpeHHasi OMBEHTPUKY -
qsipHast ctumydsiuust (BBC) cokpaitiiaeT nHTEpCTH -
LIMaJTbHOE PEMOJETMPOBAaHUE, IKCIIPECCUIO0 TeHa
TNF-o u anonro3 1no cpaBHEHUIO ¢ YCKOPEHHOW
CTUMYJIAIIMEN TIpeacepanii. B monxs3y umen o Tom,
YTO cepleuyHasi PeCUHXPOHU3UPYIOLIAsh Tepanus
(CPT) oGpamaet BCOsiTh pa3jiMuHbIe MPOLIECChI pe-
MOJAEIMPOBAHUSI, TOBOPST MOCISIHUE TTyOIMKAIIN
00 Mcclie0BaHUSIX Ha TTAallMEHTaX, B KOTOPBIX OTMe-
YalOTCS TTOJOKUTETbHBIE U3MEHEHUS B SKCITPECCUU
TEHOB, PETYJIUPYIOIINX KOHTPAKTUIbHYIO (DYHK-
IIMIO0 W TIATOJIOTUUYECKYIO TUTIEPTPOPUIo depe3 He-
CKOJIBKO MecdlieB rociie Hayajia npuMmeHenuss CPT.
IMocne CPT yBennuuics ypoeHb MPHK mist Tsxe-
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ACUHXPOHHas
anekTpuyeckas
akTnBaums

:

AnckoopanHUpoBaHHOE
cokpalleHmne

:

CHuXxeHue
HaCOCHOW pYHKUUM

:

CHuxeHne
dpakuum Beibpoca

AKTUBaLNS HENPO-
rymopasibHOn
CUCTEMBbI

Hunataunsa
XEenyao4koB

Y
MexaHunyeckas
OUCCUHXPOHUSA
(cenTanbHoO-
narepasbHas CTeHka
NIEeBOro Xenyao4ka)
N3meHeHne nokanbHOM

Kcnpeccun reHos

CHuxeHne Chmxernie
3 PEKTUBHOCTN ——— 3
BbliOpoOCca KOpPOHapHOro pesepsa

pemogesninpoBsaHune:

YBenuyeHmne
HanpPsXXeHus
CTEHOK

—_—

Onektpnyeckoe
pemosgesnimpoBsaHue:
CHMXeHwne
npoBOAVMOCTMN,
n3mMeHeHne
noTeHuvana
nencTeuns

CTpyKTypHOE
pemMoaennpoBaHue:
rmneptpodusa

CokparutenbHoe

COKpaTUTESIbHbIE
6enku, 3axBaT
Kanbums

MmbepHaums, CTaHHWHT,
MHbapKT

MexaHU3M peMOJIeIMPOBAHMS KTy IOYKOB ITPU GJI0Kae JIEBO HOXKM ITyduKa [1ca U CTUMYJISIIAY TTPaBOTO XKeTy104-

Ka

JIBIX IIeTiell o-MUO3WHA, YIyYIIUIOCh COOTHOIIIe-
HUE TSDKEJIBIX LIETIEH o- U 3-MUO3MHA, a TAKXKE CO-
OTHOIIIeHNEe MexXay docdonraMOaHOM U 2-0-Kalb-
nueBoit ATDa30ii capKOIIa3MaTUUEeCKOTO PETUKY-
Jgyma [12, 13].

Cepaednas pecHHXpOHU3HPYIOMIAs Tepanusa

Ham0¢u3u0/meuttecxue MEXaAHU3Mbl

B MHOTOUMCIIEHHBIX UCCIIEIOBAHUSIX OBUIO JOCTO-
BepHO noka3aHo, uro CPT yiydiiraer Ka4yecTBO Xu3-
HU, a TaKXKe CHIKAeT 3a00J1eBaéMOCTb I CMEPTHOCTb.

Hnsa oueHku >dpdexkra CPT HeoOxoauMo pac-
CMOTpPETh UBMEHEHUSI Ha Pa3IMUHbIX YPOBHSIX: MO-
JIEKYJIIPHOM, TeHETUYECKOM, YPOBHE FeMOIMHAMU -
YEeCKUX PeaklUil, a TaKKe XPOHUYECKOTO peMoJe-
JupoBaHus [14].

ITposisnenue acpdexkruBHoctu CPT Ha Moneky-
JISPHOM YPOBHE ObLIO MPOJEMOHCTPUPOBAHO B 3KC-
MepUMEHTAIbHBIX MCCIIEIOBAHUSIX HA KUBOTHBIX.
H3meHeHust (pochopunupoBaHusi 1 YyBCTBUTEb-
Hocti MuodwiamMentoB Ca2™ BOBJIEYEHBI B IIPO-

necc nporpeccupoBanusg XCH. J.A. Kirk et al. mo-
Kasaju, 4TO TJIMKOTeH-CUHTE3-K1Ha3a-3f
(GSK-3p) nezaktusupyercs npu XCH uz-3a nuc-
CUHXpPOHMHU 1 3aHOBO akTuBupyeTcs rmpu CPT [15].
DddextnBHocTh CPT Ha MOJIEKYJISIPHOM YPOBHE
OblTa TOATBEpXKIEHA APYTMMM MCCIEIOBAHUSIMH,
B KOTOPBIX MPOJEMOHCTPUPOBAHO PEMOAEINPOBA-
Hue TpyOuaroii mornepevyHoii cucremsl (T-cuctema)
1 TIPOCTPAHCTBEHHON acCOIMAIINU KJIaCTepOB pHra-
HoauHOBBIX pelentopoB (RYR). Cuuraercs, 4to
nporpeccupoBanue aucdynkunu JIZK onmocpenoa-
HO Yepe3 reHeTUYECKUI MTOTMMOPGhU3M € yIacTUeM
PEeHUH-aHTMOTEH3UH-aJbJOCTEPOHOBOIM CUCTEMBI,
B YaCTHOCTM C YyYaCTHMEM TIeHa, BOBJICYECHHOTO
B IIPOIYKIIMIO aIbJOCTEPOHOBOTO CUTHAJIBHOTO MMy~
™ (monumopdusmom reHa NR3C2). Anamormu-
HBIM 00pa3oM MoJMMOpGhU3MBbI TeHa [-aApeHepru-
YyecKHUX pelenTopoB (moaumopdusM reHa [-2
GIn27Glu  ARs) ObuiM  MAEHTUMULIUPOBAHLI,
U TIpEeAnoiaraeTcs, YTo 3TU MOJUMOPGU3MBI MOTYT
BJIMATh Ha PEMOIETMPOBAHNE CepAlla U OTBET Ha
CPT [16—18].
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Buoxumuuecxue sghghexmot

[IpoBocmanuTeabHbIE LMTOKWUHBI, TakKue KakK
nHTepaeiikuH-6 (MUJ1-6), dpakTop HEeKpo3a OMmyXojau
o (®HO-a), mMaTpuyHble METAUIONIPOTEMHA3BI
(MMII) u nx TkaHeBble uHrU6UTOPHI (TUMIT) mr-
paroT onpeneeHHYIO PoJib B CTPYKTYPHOM peMoJie-
nupoBanuu JIZK. YpoBHU BhIlIE MPOBOCHATUTEIb-
HBIX MapKepoB MPU CEPAEUYHON HEeIOCTaTOYHOCTHU
OBLTM HE3aBUCHUMO CBSI3aHBI C TIJIOXMM TTPOTHO30M.
OtBet Ha CPT ObL1 CBSI3aH C yMEHbBIIIEHUEM YPOBHS
TpaHcopmupytomiero ¢akropa pocra 1, NJI-6
n O®HO-0, a IOJOXUTENIbLHOE pPEeMOAETMpPOBaHUE
BHEKJIETOUHOTO MaTPUKCa — C YMEHbBIIIEHUEM YPOB-
H1 MMII-2 u yBemmuennem TUMII-2 [19-21].
Hpyroe wuccienoBaHue, nposeaeHHoe A. Rubaj et
al., Tmokaszajo, 4To Jaxe IMpPU KOPOTKUX TIepHUOmax
npepbiBaHuss CPT oTMeuaeTcsl yBeauMuyeHUe YpoB-
Hell BbICOKOYYBCTBUTEIbHOTO C-peakTUBHOTO OeJi-
Ka, HeoITeprMHA 1 MO3TOBOTO HATPUITYPETUUECKOTO
nenrtuaa [22].

Iemoounamuueckue 3¢pghexmot

BuBEHTpUKYJISIpHAS] CTUMYJISILIUSI CITOCOOCTBYET
YBEJMUYEHNI0O MaKCUMaJIbHOW CKOPOCTM HapacTa-
HUS apTepuanbHoro gasieHus (dp/dt max) B JIK,
YMEHbIICHUIO 3JEKTPUUYECKONW JTUCCUHXPOHUU
U YJIy4IIEHUIO 001Ieil paboThl MUOMDUOPUILI XKeTy-
noukoB. B paHHue cpoku npu nposeaeHuu CPT
HabJloaeTcs yaydllleHre HeHTPaIbHOU U repude-
pUYECKOW apTepuaibHOU OMOMEXaHUKU, KOTOPOE
MPOSIBJISIETCSI CHUKEHUEM apTepuabHON 371acTUY-
HOCTU U aOpTaJIbHOTO UMIIelaHCa, a TakXKe MOBBI-
IIeHWeM apTepualbHOW PaCTSIKUMOCTU U CHUXKE-
HUEM KOHEYHOM cucroiamyeckoi xectkoctu JIZK.
Huccunxponus npy XCH MoxeT Takke 0CiIabuTh
HOPMAaJIbHBIA KOPOHAPHBIII KPOBOTOK, KOTOPBIA
orocpenoBaH 00paTHON AEKOMIIPECCUOHHON BOJI-
HOW B AUACTOJIE U3-3a PETMOHAJIbHOU AaCUHXPOHHOM
penakcaluu u cokpaiieHus. [lpeanonaraercs, 4To
CPT yBenuuuBaeT TpaHcaopTanabHblii moToK (VTI)
B CTBOJIE JIEBOA KODOHAPHOI apTepuu MyTeM ycuiie-
HUS peJlaKCallMU XeJyJOYKOB, M3-32 YEro pacTer
pa3Hulia B JaBJEHUU MEXIY YCTheM JIEBOW KOpO-
HapHOW apTepuu U JUCTAIbHBIMU OTAEaMU B IUa-
CTOJIe, a 3HAYWT, YCUJIMBAETCS MOTOK KPOBU MO CO-
cyJam, co3maeTcs mpucachiBaomuii a(p@exT u yBe-
quumnBaetcs dp/dt max B JIZK [23].

Hccaedosanus 6 ob6aacmu cepoeunoti
PecUHXpoHu3upyloueli mepanuu

B paHIOMU3UPOBAHHBIX KOHTPOJUPYEMBIX HC-
cienoBaHusx (PKWM) Obu1o moarBepXaeHO, 4YTO

npumeHenue CPT y mauuentos ¢ XCH III wiu 1V
®K o NYHA, ®B JIX He 6onee 35% u nponos-
xkuteabHocThio QRS ot 120 go 140 mc mpuBoOguT
K YMEHBIIIEHUIO CUMITTOMATUKU, CHUKEHUIO KOJTH -
yecTBa rocnuTanm3anuii mo nosogy XCH, a Takxke
yaydiieHnto BbRkuBaeMoctu. Iloms3za CPT
B YMEHbIIIEHUN CUMIITOMATUKUA U CMEPTHOCTHU ObI-
J1a 9eTKo IpoaeMoHcTpupoBaHa B PKU, mpencras-
neHHbix W.T. Abraham u D.L. Hayes, a Takxke apy-
ruMu aBTopamu |14, 24, 25].

C tex mop noka3zanus K nposeneHnio CPT Obuin
pacuIMpeHbl Ha OCHOBAaHMM AAHHBIX, TTOJTYYEHHBIX
B npyrux PKUW. B wuccinenoBanusix REVERSE
(Resynchronization Reverses Remodeling in
Systolic left Ventricular Dysfunction), MADIT-
CRT (Multicenter Automatic  Defibrillator
Implantation Trial-Cardiac Resynchronization
Therapy) um RAFT (Resynchronization for
Ambulatory Heart Failure Trial) [26—29] npoBeneHa
ouenka a¢pdextuBHoct CPT y 6onpHBIXx ¢ XCH
¢ mupokuM kKomiuiekcom QRS u I-1I ®K mno
NYHA. ITonb3a ot CPT, mokazaHHasi B 3TUX pabo-
Tax, COIJIACYeTCS C pe3yabTaTaMM HWCCIIeIOBaHUM,
B KOTOPBIX MPOBOAMIACH OlLIeHKA 3 GHEKTUBHOCTU
y 6osee Tsokenbix 60MpHBIX (ITI-1V @K mo NYHA).

REVERSE

OT1o ucciaepoBanue mokasano, uro CRT ymyu-
maetr crpyktypy JI2K, ero (yHKUUU U KIMHUKY
XCH y 6onpHbIX ¢ -1 ®K mo NYHA u pacmm-
penHbiM QRS. IllectrcraM JecdTHM NalMeHTaM
¢ XCH I-II ®K nmo NYHA, mupuHOi#t KoMITIeKca
ORS 6oaee 120 mc u @B JIK menee 40% ObL10 M-
TUIAHTUPOBAHO PECUHXPOHU3UPYIOIIEE YCTPOHCTBO
¢ ¢yHkuueinn aepuOpwIIIUKM MiaIn 0e3 TaKOBOI.
bosibHbIe OBIIM clydaliHBIM 0Opa3oM pacrpeaesie-
HbI Ha JIBe Tpynibl: rpynia aktuBHoit CPT (n=419)
U KOHTpoJibHas rpynmna (n=191). ITponomxuTenb-
HOCTb HaOmtoaeHus: coctaBuia 12 mec. Y maiueH-
TOB B rpymnie aktuBHOi CPT oTMeueHO 3HaUYUTEIb-
HOeE yJIydllleHe KOHEUHOTO CUCTOJUUECKOT0 00be-
ma (KCO) JI2K (p<0,0001) wu  gpyrux
XapaKTEepUCTUK oOpaTHOTo peMonaenrpoBaHus JI2K.
Bpemsi 1o mepBoii rocrnuTaiu3alydu MO MOBOAY
XCH B rpynne aktuBHoii CPT ObL10 cTatTucTuyec-
KU1 JocToBepHO Oosbie (p=0,03) [26, 27].

MADIT-CRT

DT0 camoe KpyrHoe uccienoBaHue 3¢hGeKTUB-
HocTtu CPT y 60mbHbIX ¢ [-11 @K XCH no NYHA,
B KOTOPOM MPOJEMOHCTPUPOBAHO MOJIOKUTEIbHOE
BmussHue CPT Ha Teuenue XCH u oOpaTtHoe peMo-
nenaupoBaHue. B uccienoBaHue ObUIM BKJIIOYEHBI

AHHAJIBI APUTMOJIOMNN - 2018 « T. 15« N° 3



AHHAJIbI APUTMOJIOMNKN - 2018 « T. 15 < N2 3

168 HEWHBA3VBHAS APUTMOJIOMSA

1820 manmenTos ¢ @B JIK He 601ee 30% v mpoaos-
KUTEeTbHOCTBIO KoMILiekca QRS 130 mc u OoJee,
n3 Hux 15% umenn 1 K mo NYHA, ocranbHbie
85% — 11 ®K. BosbHble ObLIM CIyYaliHbIM 00Pa30M
pacnipenenensl B rpynmbel CPT ¢ mMmuiaHTaumeit
KapauoBeprepa-gedpudpmusitopa (CPT-IA) wan
TOJIbKO MMILUIAHTALMU KapauoBepTepa-aeduopu-
ngropa (MKJI). ITo renesy XCH GonbHBIX ¢ Mile-
MMYECKOM KapauoMuonaTueii obu1o 55%, ¢ Heullie-
MUYeCcKoi Kapauomuonarueit — 45%. Ipogomku-
TEJIBHOCTh HAOMIOIEeHUa cocTaBuiaa 29 mec. bruio
BbIsIBJIEHO, uTO CPT-JI IpMBOAUT K CHUKEHMIO T10-
KazaTesieil MepBUUYHON KOHEYHOI TOYKU (CMEPTh OT
JIIOOBIX MPUYMH WX HedaTalbHbIC COOBITUS, CBSI-
3anHbIe ¢ XCH) 110 cpaBHenuto ¢ MK/ (17% mpo-
thB 25%). Taxke 6bUTO TTOKa3aHo, yto CPT-/] crio-
COOCTBYET YMEHBIIIEHUIO YacTOThI COOBITHIA, CBSI-
3aHHBIX ¢ XCH (41% cnydaeB). JlaHHOe CHIDKEHHE
MPEUMYIIECTBEHHO HaO0II01aJI0oCh y MallMeHTOB
¢ IUATENbHOCTHI0O KoMIuiekca QRS Gonee 150 mc.
B uccnenoBaHuy ObLIM OMpeneieHbl MPEeIUKTOPhI
otBera Ha CPT. [1pu uiiemuyeckoii 6ose3Hu cepi-
na rnpeaukropamu orBeta Ha CPT B momoiHeHUe
K mprHe KkoMiiekca QRS 6omee 150 Mc ObLIM cH-
CTOJIMYECKOE apTepuajibHOE JaBJIeHUE MeHee
115 MM pt. cT. unm BJIHTIT, Torma kaxk mpu Heule-
MUYECKOI KapAMOMUOIIaTUN B KaUeCTBE MPEANKTO-
POB BBICTYIIQJIM >K€HCKMI IIOJI, caxapHblii auaber
wiu BJIHIIT. Kpome toro, mattneHntsl ¢ BITHIIT He
nonydaloT 1oiab3bl oT CPT-JI. Ilpu mnurenbHOM
HaOJII0IEHUU JIETAIBHOCTD Tak>Ke Obl1a HUXKE Cpeau
nauueHtoB ¢ BJIHIII, pangoMusupoBaHHBIX
B rpynmy CPT-/1 [27, 28].

RAFT

B nanHom uccnenosanun okojo 1800 manueH-
ToB ¢ ®B He Gomee 30%, mmmrenbHOCTBIO QRS
120 Mc u Oojnee (mau cTumMmyaupoBaHHOl QRS
200 mc u 60onee) u XCH II-I1T1 ®K o NYHA 6ni-
M pangoMusupoBaHbl Ha rpynnsl CPT-J1 u UK.
¥ nauuentoB ¢ CPT-/I 3aperucTpupoBaHO 3HAUU-
TeJbHOE CHIZKEHUE MoKasaTeliei MepBUYHOM KO-
HEYHOU TOUKHM (CMEPTh OT JIIOOBIX TPUYUH WJIU TOC-
nuTtaausanus) no cpaBHeHuto ¢ UK. IMpeumynie-
CTBO HAOJI0JAJIOCh B MEPBYIO o4Yepenb Y OOJbHBIX
¢ mmTenbHocThiIo QRS Gonee 150 mc. OgHako He
yIaJIOCh MPOJEMOHCTPUPOBATD YJIy4IlIeHNUEe KINHU-
YeCKOro MCXoja, HeCMOTpsI Ha TEHIECHLMIO K CHU-
KEHWIO YacTOTHI TOCIMTATW3aINil, CBSI3aHHBIX
¢ XCH. OtrpuuareibHblil pe3yabraT B 3TOM UCClie-
JIOBaHUU ObUT CBSI3aH C HEONITUMAJIbHBIM MPOBEe-
HueM CPT, Tak Kak ToJbKO y 1/3 malMeHTOB OTMe-
yajach 95%-nag BBC. IlocrognHas ¢opma pubd-

pwuisuun nipeacepauii (PI1) 6vuta y 25-30%
6oabHbIX ¢ CPT, y KOTOpBIX MakcUMaabHasl ONTU-
mumzanusg CPT nHegocTkuma [27, 29].

PACE u BLOCK-HF

[Mpuomusutensao y 8—15% mnammenToB ¢ XCH
HUMEIOTCST KapAMOCTUMYJISITOPHI, KOTOPbIE UMIUIaH-
TUPYIOTCSI B CBSI3U C CUMIITOMHOW Opaaukapaueil.
Y HUX OTMeYaeTCsl NMCCMHXPOHHOE COKpaIlleHUE
JKEJIYJOYKOB, BbBI3BAHHOE ITPABOXEIYI0YKOBOM
CTUMYJISIIAEH, YTO TIPUBOIUT K TIOBBIIIIEHHOMY PH-
cky cmeptu. Mccnenoanusi PACE (Biventricular
Pacing for AV Block to Prevent Cardiac
Desynchronization) 1 BLOCK-HF (Biventricular
versus Right Ventricular Pacing in Patients with Left
Ventricular Dysfunction and AV Block) moka3zanu
apdektuBHOCcTh BBC y aTnx 60abHbIX [30, 31].

B mpocnekTMBHOM IBOWHOM CJIETIOM MHOTO-
neHTpoBoM uccienoBanuu PACE Oblio M3y4yeHO
piusinHne BBC Ha kaHaMaaToB Ha MMIUIAHTALIMIO
9JIEKTPOKApANOCTUMYJIITOpa ¢ HopMmaiabHOoi DB
JIK (6onee 45%). Cto ceMbaecsT ceMb IMalMeHTOB
¢ umrutantTupoBaHHbIMU BBC ObL1M paHmOMU3MPO-
BaHbl Ha ABe rpynnbsl: BBC (n=289) u mpaBoxeny-
JIOYKOBOI amnukajibHOW ctumyssiiuu (n=_88). Ilo-
ciie 1 roga HaGmoaeHus cpenHss @B Obl1a 3HAYK-
TeJILHO HUXE B TpyIme IPaBOXeIyI0uYKOBOM
aNnmMKaJIbHOM CTUMYISALMU ¢ pasHuuein 7,4% 1o
cpaBHenuio ¢ BBC, B To Bpems kak KCO JI2K 6bu1
3HauuTeNbHO HIKe B rpynme bBC [30].

B nccnenpoBannu BLOCK-HF [31] Bcem namu-
eHTaM (n=691) ¢ BBICOKOI1 CTEIEeHbIO aTPUOBEHT-
puxynsipHoit 6nokanel, XCH I-I11 ®K mo NYHA
n OB He Gonee 50% OBUIO UMITJIAHTUPOBAHO pPE-
CHHXPOHU3HUpYIOIee yCTpoicTBO. Jlamee OOMbHBIC
ObUIM PAaHJAOMU3MPOBAHBI B JIBE I'PYIIIbL: OJHOKA-
MEPHON TIPaBOXKETYIOYKOBON BEPXYLIEYHOU CTU-
myssiuyn 1 BBC. TTo ucreyenun 37 mec Habone-
HUsI OCHOBHO# pe3yJbTaT (CoyeTaHWEe CMEPTU OT
BCEX MPUYMH, SKCTPEHHON TOCTIMTAIIM3AlINU, Tpe-
Oyrollieit BHYTPMBEHHOM Teparnuu, Uin yBeJIMUYeHUe
nHaekca KCO JIXK Ha 15% u Gonee) mocTuraics
3HAYUTEJIbHO B MeHbIlIei crerienu B rpynme bBC.
DTO M3MeHeHUe ObUIO B OCHOBHOM OOYCJIOBJIEHO
cumxenuem KCO JI2K. JlaHHoe ncciegoBaHue ObI-
JIO MOCTPOEHO Ha (haKTUYECKUX JaHHBIX MCCIeNO-
Banuii DAVID (Dual Chamber and VVI Implantable
Defibrillator) u MOST (Mode Selection Trial), xo-
TOpBIE TaKKe TTOKa3ajH, YTO TPABOKETYIOIKOBASI
CTUMYJISILIMS accoliMMpoBaHa ¢ auchyHkuuein JIZK
[32, 33]. B uccnenpoBanuu DAVID cpaBHUBanach
SJIEKTPOKAPANOCTUMYJISIIINS B OTHO- U JBYXKaMep-
HOM pexuMmax y nanueHToB ¢ MKJI. beuto otMmeue-
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Ho, uTO TtocTostHHAs (100%-HasT) CTUMYJISIITUS TIpa-
Boro xenynouka (ITK) B pexxume VVIR coueranach
¢ nporpeccupoBanreM XCH u pocToM JietanibHOC-
™ [32].

Onmumusauus napamempos

[TpoBect CPT 0o0JbLIOMY KOJIMYECTBY Hepec-
MOHAEPOB HET BO3MOXHOCTU B CBSI3U C BBICOKOW
CTOUMOCTBIO Tpouenypbl. OTHUM U3 MyTel pellie-
HUS JAHHOW MpOoOJIeMbl SIBISIETCSI ONTUMU3ALIMS
napametpoB CPT. Ilpennonaraiock, 4To MMILIaH-
Talusl JIEBOXEIYJAOUKOBOIO B3JIEKTPOJa B Y4acTOK
MMOKapaa ¢ MAKCUMaJIbHOM 3a€p>KKOM aKTUBALIMUA
M AajeKo oT pyoua mact ayummnii orBet Ha CPT [34].

B uccnenosanue, nposenenHoe F.Z. Khan et al.,
ObUIM BKJIIOYeHbI 220 MalMeHTOB, 3arulaHMpOBaH-
Hele Ha umiutantauuio CPT. boabHBIM poBOAMIIN
speckle-tracking 2D-sxokapauorpaduio, najee oH’
ObUTV PaHIOMU3UPOBAHBI B COOTHOIIIEHUH 1:1 B 1BE
rpymnbsl. B 1-i1 rpynme (TARGET — targeted left
ventricular lead placement to guide cardiac resyn-
chronization therapy) jeBOXelyI1OYKOBbINA 3JEKT-
po ObLT UMIUIAHTUPOBAH B 30HE C MAKCUMAJIbHOM
3aJepXXKO MHUKa COKpallleHUS U B CBOOOOTHOM OT
pybua yyactke. Bo 2-i1 rpymnme (KOHTPOJIbHOI)
BBC Obu1 ycTaHOBJIEH CTaHAApPTHBIM CIIOCOOOM
(6e3 xonTponst DxoKI'). ITo pacnonoxeHuio aeBo-
JKeJTyJJOYKOBOrO 3JIEKTPO/Ia MO OTHOIIEHMIO K OIl-
TUMAaJbHOM 30HE MalMeHThl ObLIU KJIacCU(PUIIUPO-
BaHbI CIeAYIOIIUM 00pa3oM: coBmagaroliee (B Om-
TUMaJbHOM MecCTe), PsIIoM (B Mpeaenax 1 cermeHTa)
WIN yaajeHHoe (paccTosiHMe 2 ceTMeHTa U 0oJiee).
[To ucreuenuun 6 Mec HaGmoaeHus B rpymmne TAR-
GET nmons pecrionnepos 6bl1a Beitie (70% mpoTus
55%, p=0,031) u abconoTHas pa3HULIA TIEPBUYHOMN
KOHEYHOI Touyku coctaBmia 15% (95% AU 2-28).
ITo cpaBHEeHMIO ¢ KOHTPOJBHOM IpyMIioil OOJbHBIE
rpynnbl TARGET umenu 6osiee BHICOKUIM KIMHU-
yeckuii otBeT (83% tipotuB 65%, p=0,003) u Gonee
HU3KHME MoKa3aTeJau KOMOMHUPOBAHHON KOHEYHOM
TOYKM  (JlorapuMUUYECKUId PaHTOBBIM  TeCT,
p=0,031) [35].

B nononHenue K speckle tracking MarHUTHO-pe-
30HaHcHas Tomorpadus cepaua (MPT) moxer
OBbITh MCMOJIB30BAHA JUIS1 ONPEIEIEHUS ONTUMAIb-
HOI 30HBI UMIUIAHTALIMHU JIEBOXETYI0UKOBOTO 2Je-
KTpoda, aa0bl M30exaTb 00pa3oBaHMsI PyOLIOBOM
TKaHu B obsacTtu ctumyasiuuu JIZK. A.K. Shetty et
al. ¢ nmomowbio MPT onpeaenwiu Tpu cermeHra
C MO3IHEN aKTUBaIMel U pyOILIOBOI TKAaHbIO MEHEE
50%. UccnegoBaHue Mmokasaugo, YTO MMILJIAHTALIMS
JIEBOXEJYJOUKOBOIO 3JIEKTPOJIa B 30HE, BBISIBJICH-
Holi ¢ momoltiibio MPT, npusesio K yaydiieHuto Kak

OCTpO TeMOAMHAMMYECKON peaKlNH, TaK U Xpo-
Huueckoro oreera (ymenblieHue KCO JIK ugepes
6 Mec Ha 15% u Gonee) [36].

Ha 6aze HMUIICCX um. A.H. bakyneBa mon
pykoBoacTBoM akaaemuka JI.A. bokepus ObLIO
MIPOBEIEHO 3KCIIEpUMEHTAIbHOE HCCIeIOBaHME,
MOCBSILIEHHOE TOPAKOCKOMMNYECKOMY KapTUpOBa-
Huto JIZK 1 uMruiaHTaluy 3MyMKapaualbHOTO 3J1eK-
TpoAa B ONTUMAJIbHOW 30HE ISl yJydlleHus 3¢-
¢extuBHoct CPT. bbito moka3aHo, 4TO ¢ ITOMO-
IO 3JIEKTPO(DU3NOJIOTUIECKOTO KapTHPOBAHUS
BO3MOXHO OMpEAeJUTh 30HY MaKCUMaJbHON 3a-
NepKKU aekTpuiyeckoit aktupauuu JIZK. Boisiie-
HO, 4TO MPU CTUMYJISILIUU 30HBI ¢ MAaKCUMaJbHOM
3JIEKTpUYECKOM 3aaepkKoil aktuBanuu JI2K noctu-
raercss MaKCMMaJ bHOE YMEHBIIEHNE IMUPUHBI KOM-
iekca QRS [37].

J.P. Singh et al. mpoBenu ucciaenoBaHue, BKIIIO-
yuBliee 71 mamueHTa, KOTOPBIM ITPOBOANIACH UM-
IUIAaHTalUS PECUHXPOHU3UPYIOIIETO YCTPOMCTBA.
bbin n3aMepeH uHTepBaj oT Hayajaa KoMmruiekca QRS
noBepxHocTHO DKI 1o cnaiika Ha JeBOXeny104-
KOBOM 3JiekTpone (uHTepBan Q—LV Ha MoHUTOpE
NporpaMmaTopa) U pacCyuTaHO €ro OTHOIIECHUE
K mpuHe Komriekca QRS. ABTopbl Iokaszaiu, 4YTo
apdexkTuBHocTh CPT BrIllle, ecniy uHTepBan O—LV
Oouiblie TOJOBUHBI IIMpUHBI QRS [38].

Bpemennas ousenmpuryaapnas crmumyasuus
nocae onepauuil Ha OMKPbLIMOM cepoue

B nccrnenoBanue T.M. Yau et al. Bouumm 20614
MalMeHTOB, KOTOPBIM OBUIO MPOBEIECHO W30JUPO-
BaHHOE BMEIIATEIbCTBO HAa KOPOHAPHBIX COCYIaXx.
ABTOpPBI BBISIBWIM, 4TO AuchyHKms JIZK siasiercst
HE3aBUCUMBIM TMPEIUKTOPOM IepHOTIePALlMOHHOM
JIETaJIbHOCTU U CUHIPOMAa HU3KOTO CEPAEYHOIO Bbl-
Opoca. JleTaabHOCTb ObLIa HU3KOM Y OOJIbHBIX C OT-
CYTCTBYIOLLIE WM MMWHUMAJIBbHOM KEJTYI0YKOBOM
IUC(HYHKLMEH, HO TIPU 3TOM OHA YBEJIMUMBaNach
ripu @B JIXK ot 20 10 40%, a y nauuentos ¢ @B JIK
MeHee 20% — 6omee ueM B 4 pasza. CUHIAPOM HU3KO-
ro BbIOpOCa peKo BCTpeyaics Y O0JIbHBIX C OTCYTCT-
ByIOIIEH WM MUHUMAaIbHOI nucdyHkumeit JIZK. Ero
yacroTa 0bu1a B 2 pasa Boite mpu @B JIK ot 20% mo
40% u B 3 pasa soiie nipu OB menee 20% [39].

BDddexkruBHocTh BpemeHHoir BBC mocne ort-
KPBITBIX OIlepalMil Ha cephle Mu3ydyajlach B He-
CKOJIbKUX MccaenoBaHusix. OIHAKO UX Pe3yJbTaTbl
MMPOTUBOPEUNBHI.

C. Schmidt et al. mpoBenn nccaegOBaHKUE O BV~
sanyu bBC Ha mapameTpbl reMOIMHAMUKM I10OCIIE
orepaiuii Ha OTKPbITOM cepjlle. JABaaiaTu mectu
nauuentaMm ¢ @B JI2K He 6onee 35%, CMUMIITOMHOI
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CepACYHOM HEIOCTaTOYHOCTBIO, MIUTEIBHOCTHIO
ORS 6onee 120 Mc, moaBepriInuMcst aOPTOKOpOHap-
HOMY LIIYHTUPOBAaHWIO U BMEIIATEIbCTBY Ha KJiara-
Hax cep/ia, B II0CJIe0IepalliOHHOM Iepuoe Oblia
BeirtojiHeHa BBC. Ouenka adgdexktuBHoctn BBC
npoBogmiiack B OPUT 6e3 nHOTPOIHOM MOAAePXK-
k1. BonbHBIE ¢ HECTaOMIBHONW TeMOAWHAMMKOM,
KOTOpBIM TpeboBajach MOCTaHOBKA BHYTPUAOP-
TaJlbHOTO OajioHa, OBLIM MCKIIOYEeHBI. B xome mc-
CJIeIOBaHUSI OLIEHUBAJIM CJIEAYIOLINE TMOKa3aTesu:
mmpuHa KoMruiekca QRS, cepaeyHblil MHAEKC, 1aB-
JneHue B mpaBoM npenacepauu (ITIT), naBneHue 3a-
KJIMHUBAHUS B JISTOUHOM apTepuu. TakoKe IalreH-
TaM IIPOBOAMJIOCH TKAHEBOE JOIJICPOBCKOE HCCIIE-
noBaHue. IlokazaTenu ObUIM OLIEHEHBI 0e3
CTUMYJISIIMM U TIPU Pa3IMYHBIX CXeMax CTUMYJISI-
muu: TTIT-TTIK-JI2K, TIIT-JIK, TTI-T12K u T1T1
(pexxum AAI). ABTOpBI HE BBIIBWIM 3HAYMMOTO
yIYYlIEeHUs perMoHaJlbHOW WM TJO0OaJIbHOM CHC-
Tonndyeckoit pyHkimu JIZK npu pasinuuHbIX pexu-
Max cruMyssiiuu [40].

F. Straka et al. onmyOonmKoBaiu pe3yJibTaThl IIPO-
CHEKTUBHOTO PaHIOMMU3MPOBAHHOIO MCCICI0BAHMUS
¢ yyacTtrieM 36 malyeHTOB, KOTOPLIM Oblla TToKa3a-
Ha OIlepalnsl B YCJIIOBUSIX UICKYCCTBEHHOT'O KPOBOOO-
painieHus1. Y Bcex O0JIbHBIX 10 OTlepalluiyi PeruCcTpu-
pOBajicsi CUHYCOBBI pUTM, oHM umenn [1-1V OK
XCH o NYHA, HecMOTps1 Ha ONITUMAaJIbHYIO MEIM -
KameHTo3Hyto Tepanuto, ®B JIXK cocrapisiia He 60-
nee 35%, mmpuHa komiiekca QRS — 6omee 120 Mc.
YV Bcex 00JBHBIX OblIa BBISIBJIEHA BHYTPUIKETYI0Y-
KoBasi TMcCMHXpoHUs. [TaleHThl ObUIM paHIOMU-
3MpPOBaHbl B JIBE TPYIIIbl CTUMYJISILIMM B TE€YCHUE
72 4 nocne omnepauuu: B pexumax I[TTT-TTXK
u IIIT-TIK—JI2K. JIeBoxXeyIOYKOBBIA 3JEKTPOI
WMILUIAaHTUPOBAIU B 30HY MAaKCUMaJIbHOM 3a1ePKKHU
aKTUBALlMM, KOTOpasl Obljla oIlpeiesieHa 0 oIlepa-
uu 1o JaHHbIM 3D-3xokapanorpacduu. ITpaBoxke-
JIYTOUKOBBII 3JIEKTPOJl YCTAHABIMBAIN B HUXKHIOIO
TpeTh nepeaHeit crenku 12K, TTpomokutebHOCTh
npeobiBaHust B OPUT B rpynme TTTT-IT2K cocraBu-
ma 4,0x2,4 cyr, a B rpynme ITIT-TI2K—JI2K —
3,0+ 1,8 cyr. Ynyumienus nipu bBC Oblin cratuctu-
YeCKU IOCTOBEPHEI [41].

L. Shan et al. mpoBenu peTpOCIEeKTUBHBIN aHa-
JIN3 AaHHBIX 4844 MauMeHTOB, KOTOPHIM Oblja Bbl-
MOJIHeHAa OTKphITas orepauust Ha cepaue. Y 380
(7,8%) 13 HUX OBUIO BBISBICHO CHUXEeHUE (DYHK-
umn JIZK (OB menee 30%). B ciaygasx, Korma Boc-
craHoBieHre pyHkuuu JIZK Kazanoch MajloBeposIT-
HBIM, TIPOBOAWIN MPOGUIAKTUYECKYIO UMILIaHTAa-
LIMI0  JIeBOXEIYyJOUYKOBOIO  3MUKAPAUAIbHOTO
9JIEKTpoaa. DJIeKTpon ObI MMIUIAHTHpPOBaH 95

(25%) 60mbHBIM, 13 HUX 29 (30,5%) B manbHeIIEM
OBLIO YCTAaHOBJIEHO PECUHXPOHU3UPYIOILIEE YCTPOIi-
ctBo. OcCTajnbHBIM ITallMEHTaM CO CHIKCHHOM
dbynkuuein JIXK (1,1%), Ho 6e3 JIeBOXEIY10YKOBOIO
3JIEKTpOaa OBUTO UMITTIAHTUPOBAHO PECHHXPOHM3H -
pymolee yctpoiictBo. CpenHee BpeMsT 10 UMILIAH-
taiuu BBC — 30 cyT (MeXKBapTUIbHbBIN AMATIa30H
oT 5,5 10 145 cyT). ABTOpHI NPUIIUIU K BBIBOY, YTO
3HAUYUTEJIbBHOMY KOJIMYECTBY OOJIbHBIX CO CHUXKEH-
Hoii ¢yHkmmeit JIXK, nmepeHecIInxX OTKPBITYIO OTie-
paluio Ha cep/lie, MOXHO PEKOMEHI0BaTh podu-
JIAKTUYECKYI0 UMIUIAHTALIMIO JIEBOXEyI0YKOBOTO
3JIeKTpoaa. DMUKapAXalbHas UMIUTAHTAIUS JIEBO-
JKEJTyAOUKOBOIO 3JICKTPOJA JIETKO BBINIOJIHUMA BO
BpeMsI olTepallnii, HO ITOKa3aHUsl JOJKHEI ObITh OTI-
peneeHsl 10 Hee [42].

B. Garcia-Bengochea et al. npoaHaausupoBaau
50 MUIAHOBBIX KapAMOXUPYPTUUECKUX OIepalldii.
M3onupoBaHHOE BMEILIATEILCTBO Ha KJIallaHaX Mpo-
Beu 31 manmeHnTy (62%), M30IMPOBAHHYIO peBac-
Kynsgpuzanuio muokapaa — 15 (30%), coueranHoe
BMeInaTesbeTBO — 4 (8%). @B JIK 6bl1a coxpaHHa
y 50% 60J1bHBIX, 36% MMEIU yMEPEHHOE CHIKCHUE
(OB 36—50%), a 14% — BbIpakeHHOE CHIDKEHMUE
(®B He 6omee 35%). BJIHIIT 3adukcupoBaHa
y 18% mauuentos. Iepen oneparmeii 84% GONBHBIX
AMeJT CUHYCOBBIN put™, 16% — ®I1. B nccinemona-
HUM CPaBHUBAJIU  pe3yJbTaTbl CTUMYJISLUU
[TIT—T12K u TTT—JI2K Ha cuHycoBoM putme. BBC
npuMeHs ipu OI1. BeUto BBISBICHO, YTO TOCIE
crumynsuun IIT-TT2K y Bcex O0JbHBIX 3HAYNUTEb-
HO CHU3WINCH CpelHee apTepHalibHOe OaBJICHHE
U cepaeuHblii BeIopoc (2,3%). [Ipu pexxume CTUMY-
g TITT-JI2K peructpupoBanioch yBeIWYEeHUE
CpeIHEro apTepualbHOTO JAaBICHUS U CEPACYHOTO
BBIOpOCca y 79% TallMeHTOB. YBeIndeHe CepaeyHO-
ro BeIOpoca B moarpymie ¢ Hu3koir MB cocraBuio
7,5%, B moarpyitie ¢ BJIHIIT — 7,3%. Y GoJIbHBIX
¢ OIT npu ctumyasuuu JIXK u BBC 3apeructpupo-
BaHO 3HAUMTEJIbHOE YBEJIMUEHUE CEPACYHOIO BhI-
6poca — Ha 8,5% wu 11,6% coorBercTBeHHO. Dp/dt
max 3HAYUTEeIbHO BO3pocia B ODOMX pexXuMax
(»=0,021, p=0,028). Otcioga cieayet, YTO CTUMY-
gsumst TITT-TTK npuBoaut K HeGJaronpusiTHbIM
reMOJMHAMUYECKUM U3MeHeHUsIM. CTUMyIsIus
ITIT—JI2K BBI3bIBAaET 3HAUMTEJIHLHOE YIYUYLIEHUE Cep-
JIEUHOTO0 BBIOpOCA, OCOOEHHO TIPU CHUXXEHHOM
¢ynkuun JIZK n BJIHIIT. OgHako B JaHHOM MCClie-
MIOBAaHWUW HE HWCTIONB30BAIM PEXUM CTUMYJISIIAA
TIT-TT2K—JI2K ¢ nondopoM aTpruOBEHTPUKYJISIPHOM
¥ MEXCKETyI0UYKOBOI 3amepKKu [43].

B uccnenoBanuu N. Madershahian et al. mpoBe-
JleHa OlLIeHKa TOTOKa KPOBHM B aOPTOKOPOHAPHOM
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LIYHTE ¥ KOPOHAPHOTO COITPOTUBIICHUS TIPU pas-
HBIX peXXrUMaX CTUMYJISILAN: BBIBOIAHOM OTHEJ Tpa-
BOTO XeJyao4dka, cBoboaHast cteHka [12K, meBoxe-
JIyIOYKOBasT MU OWBEHTPUKYJISIPHAST CTUMYJISILIMS.
B uccnenosanue Bouuiu 43 nauueHra ¢ OI1 B Bo3-
pacre 69,5+ 1,3 roma u ®B JIK 49+2%. Cambrit
BBICOKMI TIPOLIEHT CHUXXEHUSI KOPOHApHOTO CO-
npotuBieHust otMeueH npu BBC (17,5%+3,0%,
»<0,001), a 3aTeM B rpyIiIie coO CTUMYJISILIMENA BbI-
BOJHOTO OTjeja IpaBoro xeaygouka (13,9+3,9%).
CootBercTBeHHO, B Ipynne bBC ObL10 JOCTUTHYTO
MaKCHUMaJbHOE YBEJIMYEHHUE MOTOKA B IIYHTE —
B cpeaHeM Ha 21,6 +2,6% 110 cpaBHEHUIO C TPYII-
oii 6e3 ctuMystiu 1 Ha 16 £ 3,7% 110 cpaBHEHUIO
¢ rpynmnoii co crumynsinueit I12K. AHanus naiueH-
TOB B COOTBETCTBUM C IIPEAONECPALIMOHHON (hyHK-
mueit JIXK (OB 50% u Gonee, n=26; ®B MeHee
50%, n=17) moka3zaJl, 4TO 3HAYUTEJIBHO OOJIbIICE
(»<0,037) cHMUXXEHME KOPOHAPHOIO COIPOTUBIIE-
HUSI U YBEJIMYEHUS] TOTOKa B IIYHTE OTMedaeTcsl
npu BBC y 601bHBIX ¢ HU3KOU IpeaoIepalioHHOMI
@B JIK [44].

Ha 6aze HMUIICCX um. A.H. bakyneBa mox
pykoBoacTBoM akaaemuka JI.A. bokepusi OblI1O
MPOBEICHO HCCIIeJOBaHUE, TMOCBSIIEHHOE OLCHKE
appexTuBHOocTH BBC B Koppekunu AuchyHKINN
MUOKap/a y NallMeHTOB C CepAeYHON HeI0CTaTou-
HOCTBIO B PaHHEM MOCJIEONEPAlMOHHOM TEepUOJIE.
B Hero Bouum 30 GOJIbHBIX ¢ MCXOIHO CHIKEHHOM
¢ynkumeit JIZK, koTopbIM ObLIa BEIITOJIHEHA OIIepa-
LUSI B YCJIOBUSIX MCKYCCTBEHHOTO KpOBOOOpalle-
Hus. beuio mokasano, uyro nociae bBC mocroBepHo
YBEJIMUYMBAIOTCSI CEepPAEYHBIA BBHIOPOC, CEepIeUHBI
WHAEKC, TakKXKe YJIydyIlaloTcs ToKa3aTeslM LIeHT-
pajbHOI remMonnHaMuku. Kpome Toro, pe3yabTaThl
JAHHOTO UCCIeA0BaHUS ITPOAEMOHCTPUPOBAIIU, YTO
npuMeHeHne ctumyistnuu [12K y manueHToB ¢ uc-
XOJHOW CcepAeYHON HEAOCTAaTOYHOCTHIO MPUBOAUT
K JOCTOBEPHOMY YXYAIIEHUIO MapaMeTpoB LIEHT-
paJibHOII TeMOAMHAMUKU U YBEJIMUEHUIO BHYTPU-
U MEXCKeTyn0ukoBoii nuccuHxponuu. bBC BoImnos-
HSUTA IIPU MEXKETyI0uKOBOM 3amepxkke 0 Mc (ox-
HoBpeMeHHast ctumyssitus [1K u JI2K). Ontumu-
3alMI0 MapaMeTPOB MEXKETyIT0UYKOBON 3alepKKu
JUIST KaxKAO0TOo TalMeHTa MHINBUIYAJIbHO He TTPOBO-
avu [45].

JakioueHue

CepaeuHass peCHMHXPOHU3MPYIOIIAST Tepalus,
0e3ycI0BHO, sIBNIsieTCs 9 (EKTUBHBIM METOIOM Jie-
yeuua nauueHToB ¢ XCH B coueranuu ¢ BJIHIIT
OnHaKo ITO-TPEXHEMY CYLIECTBYET 3HAUYMTEIbHOE
KOJINYECTBO MALIMEHTOB-HEPECIIOHIEPOB, HE OTBE-

yaux Ha 3ToT BuA jeueHus (20—30%). OnHuMm
13 BApUAHTOB pELLIEHUS JaHHO MPOOJIEMBbI SIBJISIET-
Csl TIOUCK ONTUMAaJIbHOTO MECTa CTUMYJISILIVU JIEBO-
O KeJyJ10uKa.

[Npumenenne CPT B paHHeM mocieonepaloH-
HOM TIeprofae y OOJMBHBIX ¢ MCXOMHO HM3Koil PB
JIK mociie onepauiM Ha OTKPBITOM Cepile yayd-
maeT pynkuuio JI2K, yMeHbIIaeT KOJIUUeCTBO KO-
KO-JIHEl B peaHUMAlIMOHHOM OTIEJICHUM U SIBJISIET-
cs OoJiee MPEAINOUTUTEIbHBIM IO CPaBHEHMIO
C TIPABOXEIYA0YKOBOM CTUMYJISILIMEA.

Cuuraercs, YTO MPU NPOBEACHUU ONITUMATBHOM
BBC B panHeM mocieonepallMOHHOM Mepuoje Ta-
LIMEHTaM C MCXOAHO HM3Koi ®PB MOXHO MOCTUYb
ele 6osbliero yaydieHus ¢hyHkuuu JIZK u Bcero
cepaa.

Ontumuzanust mnapametpoB CPT cnocoOHa
obecneynTh HamOOIBIIYI0 KIMHUYECKYIO 3hdeK-
TUBHOCTb 3TOI'0 METOJ/Ia U YMEHbIIIEHNE CUMITTOMOB
CepJeYHO HEeTOCTAaTOUHOCTU, YJIYUIIUTb HAacoc-
HYIO Y COKPATUTEIbHYIO (DYHKIIMIO CEPALIA, a TAKXKE
MOBBICUTb BIXKMBA€MOCTh TAKMX OOJIbHBIX.

Kongpauxm unmepecos
KoHdmmkT naTEpecoB He 3asgBIsIeTCS.
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Beedenue. MHoeouucrennvle MHOLOUEHMPOGbIE PAHOOMUUPOBAHHbIE UCCAeO08AHUS OONLHBIX € XPOHUHECKOU
cepdeuHoll HedoCcmamoyHoCmbl0 00KaA3aau 3pgexm cepleuHoll pecUHXPOHU3UpYIOWel mepanuu
6 OMHOUEeHUU YAYHUIeHUS CepOeHHbIX QYHKUULL U NOBbluleHUs dhghekmueHocmu pabomol cepoya, yAyHuieHus
Kavecmea Jicu3Hu, yeeauteHus npoooadsCUmensHOCU JCUSHU, CHUICEHUS 4ACMOMbL 20CNUMAAU3AUUU No
n0600y xporuueckoli cepdeuroii Hedocmamounocmu. Oonaxo y 30% nayuenmoe Hem adekeamuo2o omeema
Ha cepOeuHyI0 peCUHXPOHUIUPYIOUYI0 Mepanuio.

Ileav. Hzyuenue sxokapouoepaghuueckux npedukmopog omeema HA CepPOeUHYI) PeCUHXPOHUSUPYIOULYIO
mepanuto y 6016HbIX ¢ XPOHUHECKOU cepievHOll HedOCMamo4HOCHbIO.

Mamepuaa u memoodot. Ilpogedeno pempocnekmuenoe ucciedosarnue 152 nauyuenmog ¢ XpoHUUECKOll
cepoeuHoll HedoCMamoYHOCMbI0 NocAe UMAAGHMAUUU YCMPOUCME 045 CepOeUHOU PecUHXPOHU3UPYIOuell
mepanuu. boavhble Obiau yca06Ho pasdeneHvl Ha 08e epynnbvl: pechoHOepsl U Hepechnondepbl. OCHO8HbIMU
Kpumepusmu omoopa NAUUEeHMOo8 HA CepOeYHYI0 DeCUHXPOHUUDYIOWYI0 MEepanulo s6ASAUCh Haudue
On0KadvbL neeoii Hoxcku nyuka luca, chuscenue gpaxyuu eviopoca (menee 35%), xpoHuueckas cepoeunas
Hedocmamournocmy ITI1—1V ¢ynxyuonanvroeo kaacca no NYHA, wupuna xomnaexca QRS 6onee 130 mc
(knacc noxazanuii IB) uau 6osee 150 mc (kaacc nokazanuii IA). Kpumepusmu uckiarouenus u3
uccnedoganus Oviau HaaUuUue amepocKAepoOmMuUHecKo20 NopadiceHus KOPOHAPHBIX cocy008 u omcymcmeue
MUmMpanvhol pecypeumayuu. Buipasjcennocms peeypeumayuu Ha MUMPAIbHOM KAANAHE OUEHUBANU
6 coomeemcmeuu ¢ pexomenoauusmu ASE. Cmamucmuueckuii anaius O0aHHbIX NPO8OOUAU NO Memody
MHO2ICeCMBEeHHOI N02UCMUYeCcKOll peepeccul.

Pesyavmamoi. Jlocmoseprbix omauuuii medicoy nayueHmami no n0A080MY NPUHAKY, 03PACMY, HAAUHUIO
Gubpurrayuu npedcepouti, cunepmonuueckoll 6oae3HU U NOKA3amensim A1a00pamopubix OAHHbIX OMMEUEeHO
He 0bi10. Medicepynnoswix pasauyuii no o0seMHbIM noKazamensm cepoua, a makdice no NOKA3amensim
BbIPAJICCHHOCMU MUMPANbHOU HedocmamouHocmu makdce He evisigaeno (p >0,05). Oonako 6viau
3ape2ucmpupo8ans. 00CHOBEPHbIe PANUHMUA 8 2e0MEeMPUYECKUX NOKA3amensix MUmpanrvHo2o KAAnawa,
a umenno enyounst koanmauuu cmeopok (p<0,001). Ananu3z peepeccuu vlasun c6:3b mexucdy eAyouHoli
Koanmayuu  CmMeEopoK MUMPAAbHO20 KAGNAHA U pe3yAbmamom omeema Ha  cepoevHyo
DECUHXPOHUBUPYIOUWLYI0 Mepanuio U NoKasdan, ¥mo npu yeeaudeHuu 2Ayoursl Koanmayuy cmeopox Ha 1 mm
Wanc omeema nAuUeHma Ha cepoeHnyIo peCUHXpoHU3UpYowyro mepanuio ymenvuiaemes na 20% (OII 0,8;
AU 0,1-0,9; p=0,03).

3akarouenue. [nybuna koanmayuu cmgopox MUMPANbHO20 KAANAHA 6A5eMCs NPOSHOCMUYECKU 3HAYUMbIM
MapKepom omeema Ha cepoeuHy0 pecUHXpOHU3UPYIOuYo mepanuro. Mmnianmayus ycmpoiicme cepoeuHoll
DeCcUHXPOHU3UPYIouell mepanuu y nayueHmos ¢ OuAIamayoHHol Kapouomuonamueti u enyOUuHoll cmeopok
Mumpanvroeo kaanaua 11 mm u bonee ne npueodum K pezpeccuu MUmMpanbHoil pecypeumayuu.

Knrouesvie cnoea: cepdeunas pecunxpoHuzupyowjas mepanus,; cepoeuHas Hedocmamo4Hocmy,; eAyouna
Koanmayuu cmeopox MUumpaibHo20 KAAnauda.
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MITRAL LEAFLET COAPTATION DEPTH AS PREDICTOR OF RESPONSE TO CARDIAC
RESYNCHRONIZING THERAPY
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Background. Numerous multicenter randomized studies of patients with chronic heart failure (CHF) have
proven the effect of cardiac resynchronization therapy (CRT) in improving cardiac function and efficiency of
the heart, quality of life, increasing life expectancy, reducing the frequency of hospitalizations for CHF.
However, 30% of patients do not have an adequate response to CRT.

Objective. To study echocardiographic predictors of response to CRT in patients with chronic heart failure.
Material and methods. We performed retrospective analysis of 152 cases of patients with CHF after CRT
implantation. All patients were conventionally divided into two groups: responders and non-responders. The
main selection criteria for CRT were heart failure with I11—1V NYHA functional class, reduced ejection frac-
tion of left ventricle (< 35%), complete right bundle branch block with QRS duration > 130 ms (IB class read-
ings) or > 150 ms (IA class readings). Arterial sclerotic disease of coronary vessels and absence of mitral
regurgitation were the criteria for exclusion. Severity of mitral regurgitation was assessed based on ASE 2013
recommendations. Statistical analysis was performed using multivariate logistic regression.

Results. There were no reliable variances in patients by sex, age, atrial fibrillation, hypertensive disease and
laboratory data. Intergroup differences in cardiac output and expression of mitral insufficiency were not iden-
tified either (p > 0.05). However, there were reliable variances in geometric values of mitral valve, i.e. the
mitral leaflet coaptation depth (p < 0,001). Regression analysis showed correlation between coaptation depth
of mitral valve leaflets and response to CRT. Analysis revealed that 1 mm increase in coaptation depth of
mitral valve leaflets leads to 20% decrease in a patient's chances to respond to CRT (OR 0.8; CI 0.1-0.9;
p=0.03).

Conclusion. The depth of mitral leaflet coaptation is a prognostic marker of significance for response to CRT.
CRT implantation in patients with dilated cardiomyopathy and mitral leaflet coaptation depth 11 mm and
more does not lead to regression of mitral regurgitation.

Keywords: cardiac resynchronizing therapy; chronic heart failure; depth of mitral leaflet coaptation.

BBenenue

MHorourcieHHble MHOTOLIEHTPOBbIE PAHIOMMU-
3UpPOBaHHBIC MUCCIIETOBAHMUS OOJBHBIX C XPOHUYEC-
Kol cepreunoii HenoctaTouHocThIo (XCH) nokasza-
I 3GdeKT cepAeuyHON PECUHXPOHU3UPYIOLICH
tepanuu (CPT) B oTHOIIEHUM YJIydIlIeHUST CepAcY-
HBIX (DYHKIWI U TTOBBIIeHUS 3P (OEeKTUBHOCTH pa-
0OTbI cepala, yJIydllieHUs] KauecTBa XU3HU, YBeJIU-
YeHUsI MPOAOKUTEIbHOCTY XU3HU, CHYDKEHUS Ya-
cTOoTHl rocrmranu3auuu no mnosoxy XCH. Onnako
y 30% naiuueHTOB HeT anekBaTHoro orseta Ha CPT
[1—3]. OaHO# U3 OCHOBHBIX MPUUMH SIBJISIETCS] HE-
COBEPIIEHCTBO KpUTEepueB OTOOpa OOJBbHBIX Ha
JaHHYI0 Tepanuio [4]. YuutbiBasg BaKHOCTb BBISIB-
JieHust nipeaukTopoB otBeta Ha CPT, Mbl npoesn
HCClIeIoBaHMEe JUISI BBISIBJICHUs dXOKapauorpadu-
yecKHUX MapkepoB Ipu otoope Ha CPT.

MaTepnan 1 ME€TOJAbI

ITpoBeneHO peTPOCHEKTUBHOE HCCIEN0BaHUE
152 nanmentoB ¢ XCH mocje uMIUiaHTallMKl yCcT-

poiictB CPT. AHanu3 maHHBIX OOJBHBIX BHITIOJIHSI -
1 go CPT u yepes 1 rong mocje npoBeneHus Tepa-
MUY, KOTJa OTMEUaeTCcs] MaKCUMAaJbHBIN MOJOXU-
TeJabHbI 3 dexT [5]. B 3aBUcUMOCTH OT pe3yJibTa-
TOB BC€ IMAlMEHTHl ObIIM pas3iejeHbl Ha JBE
TPYMIIBL: 1-5 TPyIIIa — pecIOHaepHl, 2-5 TPyIIa —
HepecToHAephl. AeKBaTHOCTb OTBETAa Ha TEPATUIO
KOHCTATUPOBAJIU IO CIACAYIOLIUM KPUTEPUSIM: CHU-
JKeHUe TToKazaTeslsT KOHEYHOTO CHCTOJIMYECKOTO
oowema (KCO) Ha 15% u Gonee, 3HaYMMOE YMEHb-
IIeHHe TToKa3aTeieii MO3rOBOr0 HAaTpUfypeThdec-
koro ropmoHa (proBNP), yBennuyeHue auctaHUIMU
MpY TIPOXOXICHUN TecTa 6-MUHYTHOW XOIBOBI
U yBenmueHue ppaxkuu Beiopoca (DB) neBoro xe-
nynouka (JIK) 6omee ueM Ha 5% [6].

OCHOBHBIMU KPHUTEPUSIMU OTOOpa TAIIMEHTOB
Ha CPT gBisiauch Hanuuyue 0JI0KaIbl JEBOM HOXKHU
myuka [uca, cHmkenne @B menee 35%, XCH
IHI-IV ®K no NYHA, mmpuHa koMmruiekca QRS
oonee 130 mc (kiacc mokasaHuii 1B) wim Gosee
150 Mc (kmacc mokazanuii 1A) [7]. Baxuno orme-
TUTb, YTO Y BCEX OOJIbHBIX ObLJIa BbISIBICHA MEXOKE-
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JIYIOYKOBasT M BHYTPIIKEIYIOYKOBasT TUCCHUHXPO-
Husg (1Mo meroauke 12 cerMeHTOB strain U strain
rate). B 1-1o rpynmy BkioueHbl 122 maiueHTa,
U3 HUX 77 My>XYUH; CPEIHUI BO3PacCT B IPYIIE CO-
craBun 58,1%+9,4 roma. Bo 2-10 rpymnmy BoIUIM
30 OonbHBIX, M3 HuMX 20 MYXUYMH, CpeIHUI
Bo3pact — 57,6 £7,9 roga. BceM nmaupeHTaM IpoBoO-
JUJIM KOMILJIEKC AMarHOCTUYECKUX Mpenorepary-
OHHBIX WCCJIENOBaHUIA: 2JIeKTpoKapauorpadus,
XOJITEPOBCKOE MOHUTOPUPOBAHUE 3JEKTPOKAPANO-
rpaMMbl, MarHUTHO-pE30HaHCHAas ToMmorpadus
cepliia, KopoHaporpadusi, KapIuoInyJIbMOHaJIbHOE
TECTUPOBAHUE, TECT 6-MUHYTHOI XOIBOBI, TTOKa3a-
tenu proBNP, sxokapnuorpadus. McxomHbele xa-
PaKTEPUCTUKU HCCIEeAyeMOM MOMyISUuMu Mpem-
cTaBJIeHBI B Ta0auuax 1 u 2.

g oleHKM reMOoAMHAMUUYECKUX MapaMeTpoB
HCTIONB30BAIM YIBTPa3BYKOBBIE MTUAaTHOCTUICCKIE
cucreMbl Vivid 9 (General Electric) ¢ uameHsieMori
JacTOTOM JaTInKoB — OT 1,5/3 mo 2,3/4,6 MIi1 (mst
TPaHCTOPAKaIbHbIX MCCIeAOBaHuUii). Bece uzmepe-
HUSI BBIMOJHSUIM 110 CTaHAAPTHOMY TPOTOKOJIY
AMEPUKAHCKOTO o00lIecTBa 3XxoKapauorpaduu
(ASE) [8]. by n3MepeHbl Cleayrole 3X0Kapano-
rpauyecKue Mmoxkaszarejnu: KOHEUHBIM JUACTOIMIe-
ckuit 00beM (K O), KCO, @B JIK, ynapHblii 00b-
eM JIK, acppexTrBHBIN yaapHbIit 00bem JIZK, a Tak-
K€ BCEe UX MHIEKCMPOBAaHHBIE TTOKA3aTEeNN, TIIyOHA
KoanTaluu CTBOPOK MUTpajibHOTO KianaHa (MK),
pasmep ¢ubposHoro Koiblila MK, o0bem eBOro
TIpeAcepausi, CUCTOJIMYECKOE AaBJIeHUE B JIETOYHOM
apTepuu.

BrIpaxkeHHOCTb MUTpPaIbHON perypruTamuu
OLICHMBAJIM B COOTBETCTBUMU C PEKOMEHIALIUSIMU
ASE no cnenyiommum napaMmeTpaM: 00beM MUTpajb-

HOW peryprurtaiuu, rioiaib 3QHeKTUBHOTO OT-
BEpCTUSI PETYPTUTALINU, Vena contracta.

Bce GosibHBIEC TTOJIyJa)I CTAHIAPTHYIO TEPATTUIO
npu XCH (MHruOuTophl aHrMOTeH3UHIIPEBpaIllalo-
mero (epmeHTa, [3-0J10KaTOPbI, aHTATOHUCTHI MU-
HEPaJIOKOPTUKOUBIX PELETITOPOB, TUYPETUKM).

Kpumepuu exawouenus nayuenmog 6 uccaedosa-
nue: XCH I1I1-1V @K mo NYHA mocie mmrianTa-
mun CPT ¢ ymMepeHHOI WM BbIPaXEHHOU MMUT-
PaJIbHOM perypruTaiuei.

Kpumepuu uckarouenus: atepocKiiepoTHUECcKOe
MopaXeHWe KOPOHAPHBIX apTepuii, MOCTOSHHAs
dopma GUOPUIIALMU TIpEACePAn, HaTuuue pyo-
LIOBbIX UBMEHEHUU B MUOKap/ie, MUTPaIbHAs HEIO0-
CTaTOYHOCTD B pe3yJibTaTe OPraHMYeCcKoro rmopaxe-
HUS CTBOPOK PEBMATHMYECKOM, MHUKCOMATO3HOM,
MH(MEKIMOHHOW WU BPOXIAECHHON 3THOJOTUM,
KJlallaHHasl peryprurtaius, ooycaoBIeHHas pa3pbl-
BOM TAMWJUISIPHBIX MBI, OTPbIBOM WU YIJUHE-
HUEM XOp/I.

ba3zy JaHHBIX cOCTaBIsIM B Mporpamme
Microsoft Office Excel 2007. O0pa®OTKy maHHBIX
BBITMIOJIHSUIM C TIOMOIIIbIO €MOBEPCUU MPOTPaMMBbl
SPSS (Statistical Package for the Social Sciences).
Juist ompeneneHus: NOCTOBEPHOCTU W3MEHEHUM
W MEXTPYMIOBBIX PA3JIUYMIA UCIIOIb30BATHN f-KPU-
tepuii CthiofieHTa 1 Kputepuii 2. CTaTUCTUYECKU
3HAYMMBbIMM cuuTanu paznmuusa npu p<0,05. Pe-
3yJIBTaThI TIpeacTaBieHbl B Buge M+ SD, rne M —
cpenHee 3HaueHue, SD — cTaHgapTHOE OTKJIOHE-
HUe.

AHaiu3 JaHHBIX MTPOBOIMIIM TTO0 METOAY MHOXe-
CTBEHHOM JIOTUCTUYECKOM pEerpeccuy ¢ IoIlaro-
BbIM BKJIIOUEHUEM HE3aBUCUMBIX TMEpPEeMEHHBIX.
B xauecTBe 3aBUCHMMOI TTepeMeHHON UCITOIb30BaTN

Ta6numa 1

Knunuko -z[emorpad)uqecxue XAPAKTCPUCTHUKH NALMCHTOB

-4 rpyrim 2-51 I
Mapaverp (peCHOHﬂeg}iII, na= 122) (HepeCHOHrIES;rLI,an =30) p
Bospacr, et 58,1+9.4 57,6+7,9 0,077
Myxckoit o, n (%) 77 (63) 20 (66) 0,983
WHpexce Macchl Tena, Kr/m?2 29,68 +2,94 29,09+3,32 0,450
DOubpwisuys npeacepauit, n (%) 32 (32) 10 (33) 0,420
JmurensHOCTh QRS, MC 166,1+ 14,6 170,3+19 0,400
IimepTonnyeckast 601e3Hb, 7 (%) 28 (23) 7 (23) 0,920
CaxapHbiit muaber, n (%) 15 (15) 10 (18) 0,493
Oxupenue, n (%) 17 (17) 9 (16) 0,798
III-1V ®K o NYHA, n (%) 122 (100) 30 (100) 0,942
EuroSCORE, 6amioB 5,48+2,22 5,64£2,45 0,227
Mo3roBoit HaTpUIypeTUIECKUI TTeTTH L, TIT/MJT 2283,2+900 2197,3 £ 867 0,320
TecT 6-MUHYTHO# XOABOBI, M 225,72 +58,31 231,4£62,45 0,620
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Tadbnuma 2
DxokapauorpaduyecKne XapakKTepuCTHKU NALUEHTOB
-5 rpyrm 2-5 TPYIII
Tapamvetp (pecnom[egzl, na= 122) (Hepecnomﬁa};bl,an =30) P

JleBblii xemymouek

nupexe KJ10, mi/m?2 140 =41 135,2+£27,8 0,58

nnaekc KCO, mi/m? 102+39 99,6 +25,1 0,78

(dpakuus Beiopoca, % 26+6 27+6 0,51

3¢ GEeKTUBHBIN YIAPHBIN 00BEM, MIT 48,61+ 14,1 43,5+6,5 0,81

MHIEKC (P HEKTUBHOTO yIapHOTO 00beMa, MII/M?2 24+7 21,4x3 0,52
MuTpaibHbIi KJ1araH

CTETeHb perypruTaiuuu 2,9+0,6 3,004 0,21

00BbEM peryprutaiuu, M 299+7,7 30,0+8.4 0,94

pa3mep GUOPO3HOro KOJIblia, MM 44+25 449+5,4 0,13

[JIyOMHa KoanTaluu CTBOPOK, MM 9,5+1,2 13,9+3,4 0,001

[JIOLLA/b PETYPIUTUPYIOLIETO OTBEPCTUS, CM2 0,3+0,09 0,3+0,08 0,92

vena contracta, MM 7+2,0 7+2,0 0,97
OO6BEM JIEBOTO TIPEICEPAMST, MIT 141,9%+5,6 140,4+3,9 0,11

Ipumeuanue. KO — KoHeuHbIit nuactoandeckuii 00beM; KCO — KOHEYHBI CUCTOIMYECKUIT 0ObEM.

OMHAPHYIO BEIMUUHY — «PECIIOHIEP» U «<HEPECITOH-
JIep»; B Ka4eCTBe HEe3aBUCUMbIX IIEPEMEHHbBIX — WH-
nexkc KOO, nnpekc KCO, ®B JIK, o6beM MUT-
paIbHOI peryprutauuu, vena contracta, o0beM Je-
BOrO TIpeacepamusi, CHUCTOJMYECKOE HaBJIeHUE
B JlerouHoi aptepuu, proBNP, Hannuue caxapHoro
nurabera, MapoK3uMalibHON (opMbl (PUOPUIISLIAN
Mpeacepaunii, TMIIEPTOHUYECKON 00JIe3HN, a TaKKe
MOJI ¥ BO3pacT MaleHTOB.

J171s1 BBISIBIICHMSI IOPOTOBBIX 3HAYEHUI TJTyOMHBI
KoanTauuu cTBOpoK MK, mocie KoToporo MoxHoO
oxmnaTh HeraTuBHBIN oTBeT Ha CPT, mcronn3oBa-
1 Metop, perpeccuu Ilyaccona.

PesynbraTsI

[Ipy cpaBHEHUM MCXOIHBIX XapaKTEPUCTUK
B 00X IrpymIax J0CTOBEPHBIX Pa3INIMiA TIO UCCTIe-
JlyeMbIM TaHHBIM BBISIBIEHO He ObL10 (p > 0,05). On-
Hako OBLIM 3a(pUKCHUPOBAaHBI 3HAUYMMBIC OTIMYMS
B reoMeTpuyeckux nokasateiasx MK, a mMeHHO
mIyorHe KoanTaluuu cTBOpok KiamaHa (p<0,001).
Ilpu cpaBHeHUU J1a0OPATOPHO-KIMHUYECKUX
U BXoKapauorpauyeckux mnokaszaTejei A0 HUM-
mwiantauuu ycrpoiictBa CPT u uepes 1 rog y maum-
€HTOB 1-ii rpymnmbl (PecroHAEepOB) OTMEUEHO 10-
CTOBEpPHOE YMEHBIIIEHNE OOBEMHBIX TIOKa3aTellei
cepaua, ysenuueHue ®B JIK 1 ymMeHblIeHUE BbIpa-
JKEHHOCTHM MUTPaJbHOM HEAOCTATOYHOCTH, a TAaKXKe
3HaYeHui1 nokasatesss proBNP, yBennueHue moka-
3aTelid TecTa 6O-MUHYTHOW XompObl (p >0,05).
YV OGonbHBIX 2-i1 Tpynmbl (HEPECHOHAEPOB) HU IIO
OIHOMY U3 aHAJIU3UPYEMbIX MapaMeTpOB YJIydllle-

HUIi BbISIBJIeHO He 0b110 (p <0,05). CpaBHEHUE 5X0-
Kapauorpaduyeckux MnokasaTeyeil MmpeacTaBIeHO
B Ta0JmLe 3.

B pesynbraTte aHanausa 1Mo METOAy MHOXKECTBEH-
HOM JIOTUCTUYECKOW Perpeccur BbICOKO TOCTOBEP-
Hasl CBsI3b OOHapy:Ke€Ha TOJIbKO MeX1y IIyOMHOI
Koanrtaiuu ctBopok MK u pesyabraToMm oTBeTa Ha
CPT (010 0,8; AU 0,1—0,9; p=0,03) (Tadx. 4).

Ananus no metony perpeccuu [lyaccoHa moka-
3aJj1, 4TO IIyOMHA KoaIlTaluy CTBOPOK 11 MM u 60-
Jiee SIBJIIeTCSl MapKepoM HEeraTMBHOTO OTBeTa Ha
CPT.

OGcyxaenue

CPT Bnuger Ha rjo0abHOE peMOIeIMpOBaHNe
cepala 3a cyeT BOCCTAHOBJICHUSI HOPMATbHOM MO-
CJIe0BaTeIbHOCTY aKTUBALIMM KaMep CepAlla 1 Cer-
MeHToB JIZK. CuHxpoHuzauusi padotbl cTeHOK JIZK
MIPUBOAUT K 3HAUUTEIbHOMY yBeamueHuio @B JIK,
MNOBBILIEHUIO 3(PGEKTUBHOIO yaapHOro odobema
JIK, ymensmennio KJ1O u, Kak ciieacTBre, MOBBI-
LIEHUIO TOJICPAHTHOCTU K (PU3MYECKUM Harpy3kam
U CHUXeHMIO (yHKIMoHalbHOTO Kiaacca XCH [9,
10]. OmHako y MauMeHTOB CO 3HAYUTEILHBIM HaTsI-
keHneM ctBopok MK yBermuyenue @B JIK nmocne
umriiaHTauuu ycrpoiictea CPT He npuBoOaAUT K 10-
cratouHoi perpeccun siBaeHuii XCH. BeposTHo,
coxpaHsoIascsa HemoctaTouHocTh HA MK cBsizaHa
C HEIOCTAaTOYHBIM 3aXJIONBIBAHMEM CTBOPOK BO
Bpemst cuctoibl JIZK BeaenacTBue MX 4pe3MepHOro
HATSDKEHUS, YTO HE IIPUBOAUT K YMEHBIICHUIO
MpeaHarpy3kKy 1 MOCTHArPY3KU y TaKUX MallMeHTOB
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Ta6bnuma 3

CpaBHuTebHAd TA0IMIA IOKA3aTeJieil B IPYNIAaX 0 MOCTAHOBKH YCTPOMCTB CepAevHOi
pecHHXpPOHU3UpYIoIeii Tepamuu v yepe3 1 rox

[Tapamerp

1-4 rpynmna (pecrioHaepsi, #=122)

2-4 rpynmna (HepecroHaepsl, 7= 30)

HcxonHo Yepes 1 ron P HcxonHo Yepes 1 rox P
Mo3roBoii HaTpUiypeTUYeCKUit
IEIITUI, IIT/MJI 2283,2+£900 | 980,3+£567 0,001 2197,3+£867 | 21021848 0,9
TecT 6-MUHYTHOM XOABOBI, M 225,72+58,3 345+£87 0,001 231,4+62 228 £61 0,7
JleBblii xkemymouek
K0, ma 274 +83 209167 0,001 281+64 291166 0,1
KCO, mn 204 +78 133+£63 0,001 198 £69 209+ 64 0,2
nnnekc K10, mi/m?2 140 £ 41 106+ 34 0,001 145,2+27,8 145+33 0,1
nnpeke KCO, mi/m? 102+39 68+32 0,001 99+25,1 103+22 0,1
dpaxkuus Beiopoca, % 266 37+9 0,001 27+6 26,65 0,7
yAapHbIA 00beM, MII 73+£12 7611 0,1 72+12,7 72,5+15 0,9
3¢ eKTUBHBII yIapHbIii 00beM, MJI 48+ 14 6312 0,001 46,5+6,5 48,5+ 14 0,3
MHIEKC YIapHOro o0beMa, Mil/M? 3716 40+6 0,02 35,8+6,4 36,08 0,3
nHAeKC 2P HeKTUBHOTO
yIapHOTro 00bema, Mil/M2 247 3246,7 0,03 21,4+3 24,07 0,5
MuTpajibHbIi KiIarmaH
r1yOuHa KoanTaluuu CTBOPOK, MM 9,5t1,2 7,6+£1,8 0,03 13+3,2 13,9+3,4 0,9
CTETICHb PeTypruTarum 2,9+0,6 1,6+0,6 0,001 3,0£0,4 3,1+£0,4 0,6
pa3mep (UOPO3HOIro KOJblia, MM 44+2.5 38+2 0,03 449154 45,915 0,9
00bEM peryprutamuu, M 29+7 13+4,5 0,001 30,0+8,4 32,1£9.6 0,6
IIOILIAIb PETYPIUTUPYIOLIETO
OTBEPCTUS, CM?2 0,3£0,09 0,1£0,05 0,001 0,3+0,08 0,3%+1,0 0,9
vena contracta, MM 72,0 2+0,9 0,001 7+2,0 71,8 0,92
OO6BEeM JIEBOTO TIPEICEPAMST, MIT 141,9+5.,6 104+7 0,001 140,4+3.9 144+5 0,5
Tabnuma 4

Pe3ynsraTel aHaM3a 0 METOAY MHOTO()AKTOPHOH JIOTUCTHYECKOI perpeccun

ITapametp (0)111 95% I P

Bospact 1,0 0,94—1,2 0,2
CaxapHbIit 11abdeT 0,9 0,05-9 0,2
[MapoxcusmanbHas Gpopma GUOPWUISIIINY TIPEACePANin 0,9 0,1-72 0,06
Tunepronuyeckasi 60Jie3Hb 0,8 0,1-77 0,5
MyxcKoit ros 0,8 0,5—44 0,5
MHnekc macchl Tenna 0,4 0,8—1,7 0,7
Mo3roBoil HaTpuilypeTU4eCKUi NenTum 0,7 09—1,0 0,3
JleBwrii xxemymnouex

nHaekc KO 0,8 0,8—1,1 0,7

unaeke KCO 1,2 0,9-1,1 0,6

dpaxius BeIOpoca 0,9 0,5-1,7 0,9

nHIeKC 3(PHEeKTUBHOTO yIapHOro oobeMa 0,3 0,8—1,4 0,4

pa3mep GUOPO3HOro KoJIblia 0,7 0,6—0,9 0,07
MurtpanbHbIil KilanaH

[JIyOMHA KoarnTalluu CTBOPOK 0,8 0,1-0,9 0,03

00bEM peryprutanuu 0,9 0,4-1,0 0,5
O06BEeM JIEBOTO TIPEICEPaANs 0,4 0,7-1,1 0,2
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U HEe T03BOJIsIeT perpeccuponath siBieHusiM XCH.
OmHako 3TO BCEro JIMIIb Hallle TpeAIooXeHue,
KOTOpOe TpeOyeT HOBBLIX MCCIIEIOBAaHUI B TaHHOM
obacTu.

YuuteiBasi OOJBIION MPOLIEHT HEPEeCIIOHIEePOB
nocie nMmiutaHTauuu ycrpoiictea CPT (mo 30%)
U BBICOKYIO CTOMMOCTh METOAUKU (MPUMEPHO
6—8 Tric. moutapo CIIIA), ocHOBHas TpobiieMa,
crosiias Iepel MCCIedoBaTeIMM, 3aKJI0UaeTcs
B BBISIBJIEHUN MPOTHOCTUYECKUX MapKepoOB OTBETa
Ha CPT [3]. Ha cerogHsmHuii OeHb IOKa3aHbI
HECKOJIbKO TIPEAMKTOPOB HEraTMBHOTO OTBETAa.
B uccnenosannsix COMPANION, CARE-HF mpo-
JEMOHCTPUPOBAHO CHMXKEHME KOJIMYECTBA TOCHU-
Taau3aluii ¥ JIETaJbHOCTU Y TAllMeHTOB C KOM-
iekcoM QRS 6onee 150 mc, OoJiee HU3KME 3HAYE-
HUSI HE T0Kas3aJiu CYLIeCTBeHHOM pa3Huubl [11].
Hanmnmuwe ¢uOpmiissunmy npencepauii y mamydeHTa
B aHaMHe3¢ CBSI3aHO ¢ 00Jiee BLICOKMM PUCKOM OT-
pULIATEILHOTO OTBETAa Ha BMEIIATEIbCTBO U OoJiee
BBICOKOI 001Iei cMepTHOCTBIO [5, 12]. CyiiecTBy-
10T JaHHbIE 0 ToM, 4yTo y MyXunH CPT oka3sbiBaeT
MOJIOXKUTEILHOE BIMSHUE pPeEXe, UYeM Y JKeHIIWH
[13]. Kpome Toro, 00Jb110ii 00beM pyOIIOBOrO MO-
paXeHusT MUOKapJa M HU3KUI MUOKapAuaJbHBIA
KOHTPAaKTUJIBHBIN pe3epB, HEONTUMAJIbHASI TTO3U-
LUl JIEBOXEJyTOUKOBOTO 3JIEKTpOJa TaKXKe SIBJISI-
10TCs1 HeraTuBHbIMU MapKepamu miist CPT [4, 14].

HenaBHo omyOMKOBaHHBIE JaHHBIE MeTaaHa-
JIN3a TIPOJAEMOHCTPUPOBAIN BLICOKYIO TUATHOCTU-
YecKyo 3(POEKTUBHOCTh TPEXMEPHON 3XOKapAuO-
rpacduu B pacro3HaBaHUU AUCCUHXPOHUU MUOKap-
na (mo 98%) [15]. OmHako, HECMOTpPsSI Ha CTOJIb
XOPOIUIYIO IUAaTHOCTUYECKYIO CITIOCOOHOCTD 3X0Kap-
auorpaduu BeISIBIATh JUCCUHXPOHUIO, B UCCIIEIO-
BaHnuu PROSPECT He ObUIO IIPOIEMOHCTPUPOBAHO
ee 3HaunMoit posm B otBeTe Ha CPT [6]. [1o aToii
NpUYMHE BOIIPOCHI 00 3XOKapauorpadrUIeCKuxX
KpuTepusix st umiuianTauuu ycrporictea CPT 1o
CHX ITOp OCTAKOTCS IUCKYTA0CIbHBIMU U HE OTpaXKe-
HbI B COBPEMEHHBIX peKOMeHIalUsIX. TeM He MeHee
OOJIBIIIMHCTBO YYEHBIX CXOASITCS B OJHOM: peallb-
HYIO LIEHHOCTb 3XOKapauorpaguueckux rapameT-
POB ellle MPeICTOUT OLEHUTb B KPYIHbBIX PaHIOMMU-
3UPOBAaHHBIX HccaenoBaHusx [13].

B u3yuyeHHOIl Hamu JIUTepaType Mbl He HalUIu
cTaTeli, YKa3bIBAIOIIMX HA BOBMOXHOCTHU UCITOJIb30-
BaHUSI TOKazaTessl TJIyOMHBI KoOalTaluu CTBOPOK
MK B kauectBe nipeaukropa orBeta Ha CPT. OmHa-
KO, COTJIACHO COBPEMEHHOMY XUPYPTUYECKOMY
OIBITY, TIPM 3HAYMMOU IIyOMHE KoalTaliu CTBO-
pok MK coBeplieHHO 04YeBMAHA HEBO3MOXHOCTh
CaMOMPOU3BOJILHON perpeccuu JaHHOTO Tpoliecca,

YTO MOXKET MPUBECTU K OBICTPOMY ITpOrpeccupoBa-
HUIO SBJIGHUM cepaeyHoi HegoctaToyHocTU. Co-
[JJACHO cOBpeMeHHbIM pekomeHaauusm AHA/ACC
u ESC/EACTS, npu OTCyTCTBUHU TTOJOXUTEIHLHOTO
a¢deKTa, HECMOTPsSI Ha ONTUMAJIbHYIO Teparuio
CeplevyHOi HeIoCTaTOYHOCTH, BKJII0Yast OMBEHTPU-
KYJISIPHYIO CTUMYJISLINIO, PEKOHCTPYKTUBHBIE OTIe-
paiuu Ha MK sBisiioTCSI METOIOM BBIOOpA Y ALy~
eHToB co cHuxeHHoil @B JIXK (menee 30%). Dto
OOBSICHSIETCSI TeM, UTO COXpaHEHUE MUTPaJIbHOTO
afmnapara MpUBOAMT K JIy4YlIel MocjieonepaiuoH-
Hoit ¢pyHkuun JIZK, Tak KaKk MUTpabHbBII amnmapar
SIBJISIETCSI HeoTheMJieMoit yacTthio JIZK, cyliecTBeH-
HO TMOJJEPXKMUBAIOIIEN €ro HOopMajibHbie (Gopmy,
00beM U (PYHKIIMIO. DTO B KOHEUHOM UTOTe OKa3bl-
BaeT IMOJOXUTEIbHOE BIWSHUE HAa BbIKMBAEMOCTb
MalMeHTOB B IIOCJIEOINEPallMOHHOM Tepuoje
[16, 17].

J. Kwan et al. onpenenuiu, 4To Npyu 3HaAUUMOM
nyorHe KoanTtaiuu ctBopok MK HenzoexHo mpo-
rpecCUPOBAHUE MUTPAIBHOW PErypruTaluu, 4TO
TpedyeT ornepaTuBHOIO BMellaTeabcTBa. KpoMe To-
ro, aBTOPbI YTBEPXKIAIOT, YTO MOKA3aTeAU TIIyOUHbI
KOarTaluy U TJI0IIAAN HATSKeHUSI CTBOPOK SIBJISI-
IOTCSI CAaMbIM BaXKHbIM T€OMETPUUECKUM TTPEAUKTO-
POM TSKECTU MUTpabHOM HeAoCTaTOYHOCTH [18].

DT BbIBOJIBI MOATBEPANUIN B CBOEM UCCIIEI0Ba-
Huu 1 M.B. Srichai et al., comocTaBuB pe3yabTaThl
axoKapauorpadud U MarHUTHO-PE30HAHCHON TO-
Morpaduu 1 yKasas, UTO JaHHbIE TOKa3aTeu SBJIsI-
JOTCSI MOILIHBIMUA Ka4€CTBEHHBIMU IPEAUKTOPaAMU
3HAYUMOCTU MUTPAJIbHOW HEAOCTATOYHOCTU U He-
00XOIMMOCTH OIEepaTUBHOTO BMellaTesibcTia [19].

[To nanHbIM MoHorpaduu JI.A. bokepust u ap.,
IpU yBEIUMYEHMU TJIyOMHBI KoamTauuu Oosee
8,9 MM BEpOSITHOCTb MOBBILLIEHUSI CTENIEHU MMUT-
pajibHOM peryprutaiyu B OTIaJIeHHOM MepUoe Mo-
cjie U30JMUPOBAHHOIO KOPOHAPHOIO IIYHTHUPOBA-
Hus Bospacraet 10 100% [20].

B nairem ucciienoBaHuUM Y MallMEHTOB B IPyIIIie
HEePEeCITOHAEPOB MMHUMAJIbHBIC MTOKa3aTe U I1you-
HbI Koantanuu ctBopok MK cocrasiasm 9,5 MM,
YTO COTMOCTABMMO C PE3yJIbTaTAMU BBIIIEYITOMSIHY-
ThIX aBTOpOB. [lpM uHTepnperalMu TMOJTYYEHHbBIX
JIAHHBIX Mbl TIPUIILIA K BBIBOAY, YTO MPU KaxKJIOM
YBEJIWYEHUN TOoKazaTessl TJIyOMHbI KoarTaluu Ha
1 mm 1manc orBeta Ha CPT ymenbmaercs Ha 20%
(o1 0,8; AN 0,1—0,9; p=0,03). Bricokue 3Haye-
Hus 1yOuHbI KoarnTaiuu ctBopok MK (1o pesyinb-
TaTaM Hallero uccjaeaoBaHus 11 MM U BbILIIE) SIBJISI-
I0TCSI BaAXKHBIM M BBICOKOUYBCTBUTEIbHBIM MTPEINK-
TOPOM HEraTMBHOIO IMPOrHO3a MpPU UMIUIAHTAllMU
yerpoiictBa CPT. YuurthsiBasi Bce BBIIIEU3I0XKEHHOE,

AHHAJIBI APUTMOJIOMNN - 2018 « T. 15« N° 3



AHHAJIbI APUTMOJIOMNKN - 2018 « T. 15 < N2 3

180 HEWHBA3VBHAS APUTMOJIOMSA

nepen HazHayeHreM CPT y Takux malmeHTOB He-
00XOAMMO CTaBUTh BOIIPOC 00 M3HAYAILHON XHUPYp-
TMYECKOI KOPPEKIMU KJIalTaHHOM MaToJI0TUM, XOTS
6osbHbIe ¢ XCH ITI-IV ®K o NYHA noasepxe-
HBI BBICOKOMY PUCKY OTIepallMOHHOM 1 OJIM>KaIein
MOCJEOIePallMOHHOM JIeTalbHOCTU. OQHAKO B CUITY
HeOOJIbIION BHIOOPKM MAllIEHTOB B HallleM MCCJIe-
JTOBAaHMM TaHHBIA BOIIPOC TpeOyeT Oosiee MacITad-
HOTI'O aHaJIu3a 1 JaJbHEUIIEro u3y4eHus.

3akioueHue

[ly6uHa koantanuu cTBopok MK sBisercs
MPOTHOCTAYECKN 3HAYMMBIM MapKepoOM OTBETA Ha
CPT. UmnnanTtanus ycrpoiictB CPT y mameHTOB
¢ OIWJIATAaIMOHHOM KapAuOMHUONaThel W TIIyOMHOI
Koarntauuu ctBopok MK 11 MM 1 6osiee He TpuBO-
JIUT K PErpeccuy MUTpabHOM peryprutauuu. JlaH-
Has TpyIa MalMeHTOB HYXIAETCS B MPEIBapU-
TEJIbHOU XUPYPruueCcKOil KOPPEeKIINU MUTPATBHOTO
KJIamaHa.

Konghauxm unmepecos
KoHpmuKT nHTEepecoB He 3asBIIsIeTCs.
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Atrial fibrillation is one of the most frequent cardiac arrhythmias. Triggers play the main role in the develop-
ment and maintenance of atrial fibrillation. In most cases, modified muscle couplings in the ostium of the pul-
monary veins are performing as triggers. Triggers may have atypical location (nonpulmonary localization),
however, it is rare. The prevalence of ectopic areas in atrial fibrillation from the superior vena cava is up to
30% of all sites outside the pulmonary veins. We present a clinical case of successful elimination of ectopic
form of atrial fibrillation from the superior vena cava in 61 years old patient.
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BBegenue

Oubpumrsums npenacepanii (PI1) B HacTosIIee
BpeMsI SIBIISIETCSI OMHUM M3 CaMBIX PaCIIpPOCTpaHEeH-
HbIX BUJIOB HapylleHUi puTMma cepaua. Ee yacrora
B 0O0IIel TTOMYJISIIMN COCTaBIsAeT oKojio 1% u pac-
TeT C yBeJIMUYeHUEeM Bo3pacTa nauueHToB [1]. Kpo-
Me Toro, @I mpeacraBisieT coboOil He3aBUCUMBINA
(hakTop prcKa pa3BUTHUS UIIEMUIECKOTO MHCYJIBTA.

DAeKTpOoDU3NONOTUYECKUE MEXaHU3MBbl BO3-
HUKHOBeHMS 1 TTopnepxkanus putMa ®I1 no koHira
He omnpeneneHbl. B paborax M. Haissaguerre et al.
u H.S. Lim et al. mogpoOHO roBOPUTCS O TOM, 4YTO
B pa3Butun ®I1 BaKHYIO poJib UTPaeT TPUTTEP, KO-
TOPBIN BBI3bIBACT U MOAEPXKUBAET apuTMuio [2, 3].
Tpurrepsl pu ®I1 — 3T0 yyacTKU MUOKApAUATb-
HOI TKaHW, XapaKTepu3YIIIuecs BO3MOXHOCTBIO
reHepau KaK OOWHOYHBIX WJIM MHOXKECTBEHHBIX
UMITYJIbCOB, TaK W 3aJIOBON MMIYJbCAllMU C JTU-
TeJbHOCThIO 1IMKJa MeHee 170 mc [4]. TTo naHHbBIM
P. Jais, B 96—97% ciyuaeB TpUITEpOM 3KTOIMYEC-
koit DI craHOBSATCS HereHepaTUBHO M3MEHEHHbBIE
MBIIIEYHbIE MY(MTHI B YCThSIX JIETOYHBIX BeH [5]. He-
CMOTpS Ha To yTO 3aboneBaeMocTb DII u ee pac-
MPOCTPAaHEHHOCTh 3aBMCIT OT TII0Jjia, BO3pacTa
1 OOJIBIIIOTO KOJIMYECTBA COMYTCTBYIOIIUX MATOIO-
ruii, Haubosiee UPOKO MPUMEHSIEMbIM METOIOM
JICYEHUSI CUMIITOMHOM, pe3UCTEHTHOM K aHTUAPUT-
MMYECKO} Tepanuu nmapokcusmanabHoit ¢hopmbl DI
SIBIIIETCS paguodyacToTHad abmanus (PYA) [6].

B npencraBieHHOM HaMM CiTy4yae ObIIO TIpoBee-
HO ycTpaHeHUe 3KTonmdeckoit opmbr PI1 ¢ 1oka-
JIM3alueit Tpurrepa B 00J1acTU BepXHe 010l BEeHbI
(BIIB) meTonom paamoyacTOTHOM abjaliuyd ¢ uc-
TTOJTB30BaHUEM (DIIFOOPOCKOITMYECKOTO KOHTPOJIS.

Knmuangeckuit ciygai

[Manuentka K., 61 rog, 6su1a rocnUTaIN3UPO-
BaHa C XajlobaMMd Ha TPUCTYIIBI HEPUTMUIHOTO
cepaueOUeHUs], YTOMIISIEMOCTh, CHUIXKEHUE TOJIe-
PaHTHOCTHU K (DM3UUECKNM Harpy3kam, ITOBBIIIEHUE
apTepUaIbHOTO JABIICHUS.

M3 aHamMHe3a: 00JibHasI AJIUTEIbHOE BPeMsI CTpa-
JaeT apTepyUaJibHOM TUIIEpPTeH3UE ¢ MaKCUMallb-
HBIM TIOBBILLIEHUEM apTepUaIbHOTO NABJICHUS 10
200/100 MM pT. cT. B Teuenne mocaegHux 3 JIeT cra-
Jla OTMeYaTh MOSIBJIECHUE TIPUCTYIIOB HEPUTMUYHOTO
cepaleOueHus, Ha (oHE KOTOPBIX YCUINBAJIKCH
cnabocth, HegmoMoranue. Ha anmexrpoxapmuorpa-
¢duu (BKI) 3acdukcupoBaHbl mMapokcusmbl PII.
INanuenTka amMOyJIaTOpHO HpUHMMAIA aHTHAPUT-
mudeckue npenapathl KiaaccoB IC u Il ¢ oTHOCH-
TeJIbHbIM 3(p(GEeKTOM. YXYAIIeHUEe CaMOYyBCTBUS

ITPOMCXOWIIO B TeUEHHE Toja, Koraa 00bHas cTtaia
OTMeyaTh YBEJIMYEHNE YaCTOThl ITPUCTYIIOB HEPUT-
MUWYHOIO cepiledueHus 10 3 pa3 B HEIEIO C LIU-
TeJIbHOCTBIO 10 8 4. IIpucTynbl KynupoBaiuch ca-
MocTosiTeNibHO. [lanmeHTKka obpatunack B LleHTp
nM. A.H. bakyneBa, rocnuraan3upoBaHa B OTAENE-
HUE XUPYPTrUYeCcKOro JeueHUs] TaXuapuTMUIA.

M3 00BbeKTUBHBIX JaHHBIX 1 MHCTPYMEHTAIbHbBIX
METOJOB MCCJIEIOBAaHWS OTMEUYEHO aIMMEHTAapHO-
KOHCTUTYLIMOHATbHOE OXupeHue | cT. (MHIeKc Mac-
col Tena 32 kr/m?2). Ha OKI' ¢ukcuposaicss putM
HenpepbiBHO peuuauBupytomeii @I1 ¢ yvacroToii
KeJyIOoYKOBbIX cokpaumeHuit 120—180 yn/MuH
C €MIMHUYHBIMU CUHYCOBBIMU KOMTILIeKcamu. Yacrtas
npencepaHas 3kcrpacucronus. [lo nanaeiM DxoKI:
YMepeHHOe YBEeJWYEHHUE TTOJOCTH JIEBOTO TIpencep-
nust (JIIT). AcummeTpuuHasi tunepTpodus MUOKap-
Ila JIEBOTO KeJymovyKa. MuTpaabHas perypruTaims
1 cr. @pakiys BEIOpoca JIEBOTo XKeaynouka 55%.

[ManueHTKe OBbLTO MPOBEAECHO TEKTPOPU3UOJIO-
ruyeckoe uccienoBanue 1 PYA ycThbsl JerouyHbIX
BeH (JIB) 1 skTonmmyeckoii 30061 BITB.

BonbHas mocraBieHa B peHTTEHOOIIEPallMOHHYIO
Ha putMe PI1 ¢ yacToTOl XKeayn0uKOBbIX COKpallle-
Huit 120—130 yo/mun. ITog KoMOMHMpPOBAHHOM
aHecte3ueil mo meroauke CeabauHIepa MyHKTUPO-
BaHbI TpaBasi OefpeHHasi (ABaXkabl) U JieBasl MOMI-
KJIIOUMYHas BeHbl. B KOpoHapHBI CMHYC TTPOBENEH
10-OMIOCHBIM ~ AMArHOCTUYECKUI  3JICKTPO..
IMon dmoopockonmmIecKM KOHTPOJIEM BBITTOTHEHA
TpaHccenTalbHasl NOyHKUMs. MHTpoIbrocepbl
IIIBapiia yepe3 ABa MyHKIIMOHHBIX OTBEPCTUS B Mpa-
BOI1 OenpeHHOI1 BeHe mpoBeaeHbl B JIII, yepe3 Hux
JIOCTaBJIEHbI YIIPaBIsieMblii a0JJalIMOHHbBIN Opolliae-
mbiii anekTtpon TermoCool (Biosense Webster,
CIHIA) u xarerep Lasso 25/15. Ilpu KoHTpacTupo-
BaHMU JIETOYHBIX BEH BBISIBJIEH BecTnO10J1b JIB cie-
Ba, BMaAeHME OTHCJIbHBIM YCTbEM BEPXHEIOJEBOI
JIB cripaBa B kpsiiny JITT. O6wem JIIT 97 M. Diexr-
pOodU3NOTOTMYECKOE HMCCIeI0BaHNE ITPOBOIUIOCH
Ha 64-kaHabHOM KoMrutekce Prucka Cardiolab 4.0
(General Electric, CIIIA). BrimoaHeHa LmpKymsip-
Hasi uzoJsiuus JIB ¢ ucuesHoBeHUEM CIaliKOBOM aK-
TUBHOCTU Tpu Temriepatype 39—42 °C u MOLIHOCTU
30—34 Br. IToce 2yieKTpUYeCKOi U30JISILMHY JIerou-
HBIX BEH COXpaHsUlaCb M CIIOHTAHHO BO3HMKAaJa
rpencepnHas Taxuaput™us. [1py KapTrpoBaHUM Ha
cTapTe apuTMUU B JIeBbIX JIB paHHUX 30H HE BbISIB-
sieHo. B mpaBbix JIB — HU3KOAMIUIUTYIHbIE TTOTEH-
HUadbl ¢ OIepexkeHueM 55 MC OT MpeacepIHOro
crnalika Ha KOpOHApHOM CHHYCE.

AbmaunoHHBIN 25ekTpon nposeacH B BIIB, roe
Ha 3amycke PIT oTMeuansock paHHee BpeMsl aKTHBa-



KITMHUYECKAS SJIEKTPODU3UNOJIONMMNS 183
P e N B Vs i B TtV
-l IS I R
- j T s I el
L0z Ry f e ] '.‘ i ee—amnf) e
Lessas ._:\.\,_. S SUSS— ) | — kS VU | — ....i-.E —
_ [ Al | P,
et :_1"\__’ T S e rnsﬁ‘!illllv_ 1L\_ﬁ
Aol B |
Lasso 7T | e e S T e _\_,_:._,_q.\_.\___._,_.._,,_.___
[FE L |
[T I E— ¥ |
[P S - = S __L'__M = _,_J.IL_W__,__._.Jr‘,,____A‘,_
G M—N | At
csse ) ‘nﬂ Al i '1,“1_\-"1 J uﬂr\ 1 l‘r\
e300 = I = L e '_4*,_ ke Puc. 1. Duporpamma: crapt udpuLIs-
R . | _ LIMU MIPEACEPAUI B BEPXHEN MOJION BEHE

muu. IlyHkTupoBaHa JieBas OeapeHHast BeHa. MH-
tpoaptocep IlIBapua nmposenen B I111, yepe3 koTo-
poiii B BIIB ycranosneH karerep Lasso. I1pu ctapTe
O®IT ompenensioch paHHee BpeMsl aKTUBAILUMU 10
3agHenaTepaabHoMy nepumetpy BIIB c¢ omepexe-
HueM 116 Mc OT npeacepaHOro crnaiika Ha KOpoHap-
HOM cuHyce (puc. 1).

IIpoBenensl KoHTpactTupoBanue BIIB u ctumy-
JISLMOHHBIN TEeCT MpaBoro auadparMajbHOro Hep-
Ba JUISI UCKJIIOUYEHUS MOBPEXIEHUS TOCJEIHErO.
Brimonnena cermeHtapHass PYA B naHHOI 30He
rpu remmnepatype 40 °C, momHoctu 30 Bt u compo-
tuBieHnu 126 Om (puc. 2).

[Tocne »neKTpUYECKON M3O0JSLUMU MBILLICYHON
My¢pT1hl B BIIB BoccTaHOBUIJICS YCTOMUMBBIN CUHY-
coBbIif puTM. OCTaTOYHOI CITaliKOBOII aKTUBHOCTH
He 3adukcupoBaHo (puc. 3).

YacToil u cBepX4yacToi CTUMYJISILIMEN KOpoHap-
HOTO CHHYCa apuTMMSI HE MHIYLIMPOBaJIacCh.

Puc. 2. PeHTreHorpamma: MojioxeHue d3JeKTPOAOB BO
BpeMsl paJiMoyacTOTHOM abnauuu QUOPWILISIIMNA TIpe]i-
cepami

IIpouenypa Ha 3ToM 3aBepieHa. Bpems droo-
POCKOIIMM COCTaBUJIO 53 MUH (1032 MOHU3UPYIO-
mero oomyyeHust — 2 M3B). Bpems PYA B aHTpaiib-
HbIX otaeaax JIB — 58 mun, B BIIB — 15 muH. Bri-
MOJIHEHbI JIEeKaHIOJISILMUSI, TeMOCTa3, HaJIOXEHbI
acenTuyeckre MOBI3KU. bosibHAas Ha CHUHYCOBOM
pUTME C PEOKON MPEeACEepIHON IKCTPACUCTOJIMENR
OblIa nmepeBefeHa B OTAeIeHUE.

[TocneornepallMOHHBII MepUON TpoTeKan 0e3
ocjoxHeHuid. TlalmeHTKa BbIMMCaHAa Ha CHUHYCO-
BOM putme. [Ipu BbIKMCKE PEKOMEHIOBAHO: IMPO-
JIOJKaThb MPUEM aHTHMAPUTMUYECKHUX IpernapaToB
kjnacca 1C 1 aHTUKOAryJISTHTOB C TTOCJ/IeyIOolIei OT-
MEHOI yepe3 3 Mec B cllydyae COXpaHEHUSI CUHYCO-
Boro putma. Yepes 6 1 12 Mec 1pu XOJITEPOBCKOM
MoHuTopupoBaHuu DKI HapylieHuli puT™Ma He 3a-
peructpupoBaHo. Cpok HaOJIOIeHUST COCTaBUWII 12
mec. PeunnuBos PIT He 3aperucTpupoBaHo, coXpa-
HsIeTCSI CTaOMJILHBIN CUHYCOBBI PUTM 0€3 Mpuema
AHTUAPUTMUYECKHUX MPeTnapaToB.

O6cyxaenne

[Tocne onucanust M. Haissaguerre et al. TexHu-
k1 PYA ®IT [2, 3] naHHBII BUI JIEYSHUS TIPOTOII-
JKaeT OCTaBaTbCsSl OJHUM U3 caMbIX 3((HEKTUBHBIX
B OOJIBILIMHCTBE CIyYaeB IMTapOKCU3MATbHOM (DOPMBI
®I1. Tpurrepsl npu ®IT Moryr UMeTh aTUIIUYHOE
pacnioyiokeHue (BHE JIETOYHbBIX BEH), OJHAKO JaH-
Hasl JIoKaJau3alusl peaka. BHejaerouHast jokanusa-
WS TPUITEPOB TIpU 3KTOMM4eckoit (opme DI
BcTpevaercs B 26—28% ciiydyaeB. A pacpOCTpaHEeH-
HOCTb 3KTomnuueckoil 3oHbI mpu PII B obnactu
BIIB cocrasnsier 1o 30% ot 4mciia Bcex JIOKaIM3a-
LIMI BHE JICTOYHBIX BeH [7].

Mexanu3m aputmoreHe3a u3 obiactu BIIB
B HACTOSIILIee BpeMsl OKOHYATEJIbHO He sIceH. BhI-
CKa3bIBAaIOTCSI MHEHUS O POJIM B 3aITyCKe TaxXUapUT-
MU TAHTJIMOHAPHBIX CIUIETEHU, KOTOPHIE pacio-
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EE wwidiisibes  VI30JISILIVSI B OOJIACTH BEPXHEI T1OJI0 BEHbI

jaralrcd B oOslactu MenuaibHoil cteHku BITB 2. Haissaguerre M., Jais P, Shah D.C., Takahashi A., Hocini M.,

1 KOpHS aopThl [8]. Takke cyliecTByeT ToukKa 3pe-
HUSI O PACTSKEHMU MBIIIEYHbIX MY(DT B o0jacTu
BIIB kak cy0cTpara B nmogaepXaHuu TpUrrepa mmpu
sKkTonuyeckoit popme PII [9].

OnucaHHBINA B CTaThbe KIMHUYECKUI Caydail Io-
Ka3bIBaeT BBICOKYIO 3(P(PEKTUBHOCTH JICUEHUSI IKTO-
mmaeckoit popmbl DI u3 BI1B metomom PYA. Omro
M3 MEPBBIX COO0IIeHU 00 3(peKTMBHOM yCTpaHe-
HUU 9KTONMWYECKUX HApPYLIEHUH pyUTMa U3 00JacTh
BIIB npunamnexut K.C. Chang et al. [10]. Ycrem-
HoOe ycTpaHeHHue aKTonnueckoro ¢okyca B BIIB mo3-
BOJISIET JJOOUTHLCSI B OOJIBIIIOM IIPOLICHTE CIydaeB MUC-
ye3HoBeHUs1 npuctynioB @I1 B oTmasieHHBIE CPOKM
HabmogeHusT 0e3 mpuemMa aHTUAPUTMMYECKUX TTpe-
maparoB [11]. OngHako Ipy IPOBEAEHUM pagrodac-
TOTHBIX BO3AeicTBUi B obnactu BIIB HeoOxomumo
MOMHUTb O BO3MOXHBIX OCJOXHEHMSIX, TaKUX KakK
creHo3 BIIB, noBpexneHne CMHYCHOIO y3J1a U mapes
npaBoro auacpparmMaibHoro Hepsa. PYA B BIIB cre-
JIyeT BBIMOJHATh TOJIBKO IOCJIE OTBETa Ha BOIPOC
0 TOM, SIBJIIETCS JIM JaHHAsl 30Ha apUTMOTEHHOM.
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B cmamve uznooncenvl ceéedenus no npobneme dpexmuerocmu npogedeHus KapouopecuHXpoHUUpPYouel
mepanuu. OCHOGHbIMU NPUMUHAMU OMCYMCMEUS NOAOICUMENbHO20 Oelicmeus memodd SAeAsiomcs
HeonmumanbHoe NoA0NCeHUe INeKmpooos 0 CHUMYASUUY U Hea0eK8amHble Napamempsl RPOSPAMMUPOBAHUS
annapamos. [Ipu smom onpedenervl pakmopbl, 6KAAO KOMOPbIX HEOOCMAMOUHO usy4eH. [1asHble U3 MmaKosvix:
nonodNceHue  nekmpooa O CMUMYAAUUU — NPAG020  JHCeAYOouKa U - NPOSPAMMUPOBAHUE
KapouopecuHxXpoHU3UPYuUX YCmpoiicme npu Hemunu4HOM HOAONCEHUU SAeKmpooa 0451 CMUMYASUUU NPABOO
acenyoouxa. H3yuen eonpoc 06 anbmepHamueHoOU B03MONCHOCMU HNPOSPAMMUPOBAHUS NPU NOAONCEHUU
NPaBoANCeNyOOUK08020 NeKMPoda 6 Mexcocenryioukosoi nepeeopooke. Ilpu npednoscennom eapuanme
npopaMMupo8anus (mpueeep Ha cOGCMBEHHble COKPAUlEHUsl, BOCRPUHSIMbLE C JAEKMPOOa NPasoeo Jceaydoukd,
CIUMYAAUUS MOALKO 1€68020 JICeny0ouKa) OOCMUCHYMbL 6Ce Ueneble 3HAYeHUs N0 PecUHXPOHU3UPYIouell
mepanuu. OmmeueHbl NOAONCUMENbHAS OUHAMUKA NoKazamenell (Gpakuyuu euifpoca 1e60eo xcerylouka,
mopghonoeuu u dnumenvhocmu kKomnaexca QRS, a makoice no3umugHble U3MEHeHUs 8 KAUHUYECKOM cmanyce
nayuenma, ycmpaneHue Memjiciceny0ouKo8oll OUCCUHXPOHUU muokapoa. Kpome moeo, memod noszeonsem
MUHUMUUPOBAMb NPABONCEAYOOUKOBYIO CIUMYASYUIO, CHUNCAS 8EPOSIMHOCHb Quopusiayuu npedcepouil.
B pesynbmame npoeedeHH020 AHAAU3A KAUHUYECKO20 CAYHAS BbIOBUHYMO NPEONO0JCeHUe 0 MOM, 4YMmo
VKQ3aHHBII MUN  NPOPAMMUPOBAHUS MOJNCEM ABAAMbCA  ANbMEPHAMUBHbIM U P deKmusrsim npu
DPACCMOMPEHUU 8APUAHMO8 NPOPAMMUPOBAHUS KAPOUOPECUHXPOHUSUDYIOUWUX YCMPOUCME 6 CPABHeHUU
C PYMUHHbIM Memooom nodbopa ampuoseHmMpuKyASIPHbIX U MeNCHCeNYIOUK0BbIX 3A0ePICEK.

Kawuesovie caosa: cepdeunas pecunxpoHuzupyowas mepanus,; aibmepHamugHblii cnocob npocpammupo-
6anusi.
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This report provides information on the problems of the cardiac resynchronization therapy effectiveness. The
main reasons for the lack of positive effect of the method are non-optimal position of electrodes and inade-
quate parameters of devices programming. Some factors are also offered whose contribution has been insuffi-
ciently studied yet. The main ones are the position of the electrode for the right ventricular stimulation and
cardiac resynchronization device programming with atypical position of the electrode for the right ventricular
stimulation. The question of alternative programming with the position of the right ventricular electrode in the
interventricular septum is studied. All the target figures for resynchronization therapy were achieved in the
proposed way of programming (trigger on own contractions received from the right ventricular electrode, stim-
ulation of the left ventricle only). Positive dynamics in the left ventricular fraction ejection, morphology and
duration of the QRS complex, as well as improvment of the patient's clinical status, elimination of the inter-
ventricular dyssynchrony were registered. Furthermore, the method allows to minimize right ventricular stim-
ulation and to reduce the likelihood of atrial fibrillation. In summary, the analysis of the clinical case assumes
that this type of programming can be alternative and effective while considering programming options for car-
diac resynchronization devices compared to the routine selection of atrioventricular and interventricular

delays.

Keywords: cardiac resynchronization therapy; alternative way of programming.

Beenenne

CepaeyHass pecCHMHXpPOHM3UpPYIOIIas Teparnus
(CPT), HecomHeHHO, 3(P(peKTuBHA Y PE3UCTEHT-
HBIX K MEIMKAMEHTO3HOH Tepanuy NalueHTOB
C XPOHUYECKOW CEepAeYHON HEeIO0CTaTOYHOCThIO
¥ mmpokuM KomruiekcoM QRS [1]. CPT ynyudinaer
KauyecTBO XXM3HU O0JIbHBIX, CITOCOOCTBYET 00OpaTHO-
MYy PEMOIEIMPOBAHUIO CEPALIA, YMEHbBIIAET KOJIM-
YeCTBO TOCMUTAIM3ALMI MO MPUUMHE YXYALICHUS
B TEYEHUN XPOHWYECKON CepAeuyHOl HeloCTaTou-
HOCTH, CHIKAeT YPOBEHb CMEPTHOCTH B 3TOM KaTe-
ropuu namyeHToB [2, 3]. OgHako maxe y «uaeaib-
HOTO» C TOYKM 3peHUs ITTOKa3aHWil OOJBHOTO
PECUHXPOHU3UPYIOIIAS CTUMYJISILIMS JIEBOTO XKeJy-
nouka (JIZK) He Bcerna pesynbratuBHa [4]. Hecmort-
ps Ha HAKOIUICHHBIN OIBIT UMILJIAHTALIMIA, COBpPE-
MEHHbIE 2JIEKTPOAbl M aJrOPUTMbl ONMTUMU3ALIUU
CTUMYJISILIMU, TO-TIpexxHeMy okosio 30% mnaiueH-
TOB HE OTBEYAlOT Ha KapAUOPEeCUHXPOHU3UPYIO-
myto Tepanuio |5, 6]. HeonmmumanbHOe pacrioioxe-
HUE 2JeKTPOIOB I CTUMYJISILIUM U HealeKBaTHBIC
rnapaMeTpbl MPOrpaMMUPOBAHUSI — TJIaBHbIE
MPUYUHBI, (POPMUPYIOIINE OTCYTCTBHE OTBETa Ha
CPT |6, 7].

BeccrmopHo, OCHOBHBIM TIPEAMETOM THCKYCCUM
Bpayueil 0 BO3MOXHOCTU MOBbILIEHUS 3(PDHEKTUBHO-
CTU KapAMOPECHHXPOHU3UPYIOLLIEH Teparnuu siBJs-
eTcsl BbIOOp MecTa MMILIAHTAlMU 2JEeKTpoaa s
CTUMYJISILIMU JIEBOTO KeJyaouka KaK 30Hbl Haubo-
Jiee BbIpaXXeHHON TUCCUMHXPOHUM WIM KaK ydyacTKa
caMoii OOJIBIION BJEKTPUYECKON 3aePXKKU B MUO-
Kapze [8].

PacnpocTtpaHeHue ¢hpoHTa BO3OYXIESHUS B MUO-
Kapjie TpU MOPOBEIEHUN PECUHXPOHU3UPYIOIIEH
CTUMYJISILIMU CBSI3aHO C TOJOXEHUEM JIEBOXETY-
JIOYKOBOTro 3jiekTpoaa. st achdekTuBHOro ycrpa-
HEHMST MEXOKEIYTO0YKOBON AMCCUHXPOHUM DJIEKT-
PO JIEBOTO XKeyI0o4YKa J0JKeH ObITh UMILIAHTUPO-
BaH B 00JacTbh JIEBOro Xejyaouka ¢ HauboJjiee
no3aHel akTuBalmeii [9]. Yaie 310 cpeaHsIst 4acTh
JlaTepajibHOM WM 3ajHesaTepaibHOl cTeHKU. Kpo-
M€ TOTO, U3BECTHO, YTO U3MEHEHUE B3AUMHOI OpU-
eHTalUKU DJEKTPOIOB (MEX3JIEKTPOIHOE PacCTOsI-
HHE€) MOXET 3HAaUMMO BJIMSITH Ha MPOLECC BO30YXK-
nenust muokapaa [10].

Posib mosioxkeHust MpaBoXKeTy104YKOBOTO 2JIEKT-
pona npu CPT usyuyeHa HemoctatouHo. [Ipu atom
OCHOBHAasi M3BeCTHasi MH(MOpMaIUs O JIEKTPOLY
npasoro xenynouka (I12K) oTHocuTcs K ero ydyac-
TUIO B TTPOBeIeHUM 3(PHEKTUBHOM OMBEHTPUKYJISIP-
HOW CTUMYJISILIMM MUOKapaa. Bo3MoXHOCTh HucC-
MOJIb30BAHMS ITPABOXKETYIOUKOBOIO 3JIEKTPOJa KakK
BOCIPUHMMAIOIIEH U Mepearolieil yactu 00J1b110-
ro Tpolecca PeCUHXpPOHU3ALUM MUOKapaa — BO-
Mpoc, MCCAeNoBaHWe KOTOPOro, BEpOsSITHO, OyjaeT
npoaokeHo. ITpy aToM akTyaJbHBIMU (haKTOpamMu
3(p@EKTUBHOTO BKJIaIa IPaBOXKEITYI0YKOBOTO 3JIEK-
Tpola B TPOLECC YCTPAHEHMSI MEXXKeIyT0uKOBOK
JNUCCUHXPOHUU MOTYT ObITh TMOJIOKEHME MPaBOXe-
JIyTOYKOBOTO 3JIEKTpOJia B MUOKaple U ONTUMU3a-
1M Mpoliecca NporpaMMUPOBAHUS KapaUOPECHUH-
XPOHU3UPYIOIINX YCTpoiicTB. Croco0d IporpaMmMm-
pOBaHMs, AJBTEPHATUBHBIA PYTUHHOMY MOI00DPY
aTpUOBEHTPUKYJISIpHON (AB) 1 MexckemynoukoBoit
(M2K) 3anepkeK 1 IpUMeHEHHbIN ITPY HETUITMYHBIX
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MOJIOXKEHUN U (PYHKIIMU BJIEKTPOAA MPABOrO KEJIy-
JIoYKa, BEpPOSITHO, CITOCOOEH MOBBICUTH d(PPEKTUB-
HOCTb KapJAMOPECUHXPOHU3UPYIOLLEH Teparuu.

3a nepuon ¢ 2014 1. mo mait 2018 1. B Denepanb-
HOM LIEHTPE BBICOKMX MEIMIMHCKUX TEXHOJIOTIMA
ropoga KamumHuHrpaga ObUIO MMILIAHTUPOBAHO
85 kapauopecuHxpoHu3upylomux cucrem. Ilo mo-
JIOXKEHUIO JIEBOXKEJyTOUKOBOTO 3jiekTpona: 72 (ro-
JaBJisiiollee OONBLIIMHCTBO) TPaAULIMOHHBIE TPaHC-
BEHO3HBIE MMIUIAHTALMM, 7 SMNUKapIMaJIbHBIX,
6 TpaHccenTanbHBIX. [1paBOXeNyTOYKOBBIN SJIEKT-
poa B OOJIBIIMHCTBE CJyyaeB pacroJarajics B Bep-
Xylike, 12 maumeHTaM OH OBLI MMILJIAaHTUPOBAH
B MEXCKETYI0UKOBYIO neperopoaky. Cpenu atux 12
OOJIBHBIX y 3 MPU yKa3aHHOM TOJIOXEHUU MPaBOXe-
JIyIOYKOBOTO 3JIEKTPOJAa U «LIEJIEBO» MO3ULIMK
BJIEKTpoAa ISl JIEBOXKEIYIOYKOBOM CTUMYJISILIUU
TPAAULIMOHHO WCIIOJB3YEMBIA TUI ITPOTPAMMUPO-
Banusg CPT-ycTpoiicTBa He ycTpaHsUl JUCCUHXPO-
HUM MUOKapaa, COXPaHSUIMCh HU3Kash (DpaKiys BbI-
opoca (®B) JIDK m KIMHUYECKHNE CUMIITOMbI CEep-
JIEYHON HEJOCTATOYHOCTHU.

PeTpocrniekTuBHO O1ieHEHBI 3 OOJIbHBIX, ITOIyYa-
I01I1Me KapAUOPECUHXPOHUZUPYIOILIYIO Tepanuio.
OddexTuBHoctr CPT-tepanuu olieHUBAIU IO
mwmpuHe QRS-komiiekca, nuHamuke @B JIK, BbI-
PaX€HHOCTU 3JIEKTPOMEXaHUYECKOM AMCCUHXPO-
HUU U IUHAMUKE KJIIMHUUYECKOTrO CTaTyca IallieH-
TOB. AHAJIM3 OJHOTO KJIMHUYECKOTO Cliydyasl Mpei-
CTaBJIeH HIXKeE.

Knuamaeckuit cygai

[ManuenT b., 52 roga. AnarHo3: auiaaTamoH-
Hasl KapAMOMMOIATHU; IIoJHas OJioKama JIeBOM

HOXKM Tryuka [uca (QRS ucxonno 180 mc). MHrer-
paj IuHelHo# ckopocTu noToka 12 cm/c, @B JIK
22%, KoHeuHBbIi auactoanuyeckuit oobem (KJ1O)
280 My, saekrpoMexaHudeckass MIK-3agepxkka
80 mc. Pesynbrar Tecta 6-MUHYTHOM XOObOBI 240 M.
B mae 2015 . mMmaHTUPOBAaHO KapaAUOPECUHXPO-
HU3MpYIolee YCTpoiicTBO Protecta.

[MTonoxenue amexkrpomoB (puc. 1): mpenmcepn-
HBII — TUITMYHO, YIITKO MPAaBOTO MpeACepaus; Tpa-
BOXEJIYTOYKOBBI — MEXKeJylo4yKoBasi Iepero-
poaKa; JIEBOXETYIOYKOBBI — BIMKapIUaIbHO,
OeccocynucTas 30Ha JIeBOroO XKeJaya0uKa.

TpamuImoHHOE MPOrpPaMMUPOBAHUE YCTPOMCT-
Ba: JLK — IIK, AB-3amepxka 120—90 mc (Tiia-
TeJIbHBIN oaoop AB-3amepXKu He BIUSET HA yCT-
paHeHue nuccuHxponun), M2K-3agepxka 0 Mc.

[TokazaTenu mpu TPagULIMOHHOM ITPOTpaMMMU-
poBanum: QRS 168 mc (puc. 2), DB JIXK 25%, K10
260 M, anexTpoMexanndeckass M2XK-3agepxka 65
MC, UHTerpaJj JMHEeHOI CKOpOCTH IoToKa 13 cMm/c.
Pesymbrat Tecta 6-MUHYTHO# X0a60bI 280 M.

TakuM o0pa3zoM, Mpu JaHHOM CIOCO0e TIpo-
IrpaMMUPOBAHUS HE YCTPAHEHBI SIBJICHUS TUCCHUH-
xpouuu, CPT HeapdextnBHa. Cpok HabIOAEHUS
10 mec.

C yyeToM TOJIOXEHHUS MPaBOKETYIOUYKOBOTO
9JIEKTPOJIa BBICOKO B MEXCKEJTyTOUYKOBOU IMepero-
pOIKe 1 JIEBOXKEITYIOUYKOBOTO DIEKTPOIa B IIETeBOI
30HE MpPEINpPUHSITA MOMbITKA MPOrpaMMUPOBAHUS
110 TUITy TPUTTEPHON CTUMYJISIINU TOJIBKO JIEBOTO
Kenaymouka ((YHKIMS JOCTyIIHAa y MoJeaei
Protecta XT).

IIporpammupoBanue: 12K — JIK, pexxum tpur-
TEpPHOU CTUMYJISIIMY TOJIbKO JIZK, ¢ y4eToM yCcTpoii-

Puc. 1. [Tonoxexnue QJICKTPOIOB B IIPEACTAaBJICHHOM KIMHUYCCKOM Cy4dac:

a — npsiMasi TIpoeKILIMs; 6 — JieBast O0KOBasi MPOEKIIUS
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JIK — K, AB-3agepxka 120-90 mc,
M>K-3apepxka 0 mc
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Puc. 2. InutensHOCTh 1 MOpdosiorus Komiiekca QRS 1ipy OMBEHTPUKYISIPHON CTUMYJISILAM. ATPUOBEHTPUKYJISIpHAS
3anepxKka: ctumyauponaHHas 120 mc, BocripunsTtas 90 mc. [TepBbIM CTUMYIUPYETCS JIEBBIH XKeyn04ueK, 3aTeM Mocie-
JIOBaTeIbHO TMpaBblii. MesxokeynoukoBast 3aaepxka meHee 10 Mc (mpuHumaemas B ycrpoiictse 0 mc). JIIUTeIbHOCTh

ORS 168 mc

ctBa Protecta CPT-pexxum mosiyyeH mnyTtem mpo-
rpammupoBanus AB-3amepxku 12—200 mc, M2XK-
3agepkku 0 Mc.

IIpu Takom mporpammupoBanuu: QRS 115 mc,
@B JIXK 45%, KO 220 M, a1eKTpoMeXaHdecKast
MXK-3anepxka 60 Mc, MHTeTpaJl IMHEIHOM CKOPO-
cTu 1oToka 19 cM/c. Pe3ynbrar Tecta 6-MUHYTHO
xonb0bI 510 M (puc. 3).

MK — JIK, AB-3agepxka 120-200 mc,
M>K-3apepxka 0 mc

ITpu HaGmogeHun cpokoM 1 roa — yaepxkuBa-
HUe LeJIeBbIX TTOKA3aTeNIeil 0 KapaAUOPECUHXPOHU -
3UPYIOLIEN TEpAITUN.

[MpennoxeHHOE MPOrpaMMUPOBAHUE UCITOIb3Y-
€T TIPaBOXKETYI0YKOBBIN 3JIEKTPO/ TOJBKO JIJIsT CEH-
CHHTa, TPUITEP HA CIIOHTAHHbIC COKpAILEHUS, aT-
PUOBEHTPUKYJISIPHOE TIpOBeJeHNE — COOCTBEHHOE,
HeHapylleHHOoe, B JaHHOM ciydae 160 mc. JIXK ctu-

1 WW@TMWMW
T Uw-%wwwwwmv
" w’!.‘..ﬁ-*\—k MVW“J\F”M“”\/MM‘%/

avF 10 M——"\M—UM—W\ WWMM

Puc. 3. lnutenbsHOCTh M Mopdoorus Komiuiekca QRS mpu TpUITepHOM IporpaMMupoBaHuK. CTUMYJISIINS TOJIHKO
JIEBOTO Kelymouyka. JlocTUrHyTa mporpaMMUpPOBaHUMEM aTPUOBEHTPUKYISIpHOIM 3amepxkku (BocmpunsTas 200 mc).
MexckenynmoukoBas 3aaepxka MeHee 10 Mc (B ycTpoiictBe mpuHuMaeMasi 0 mc). JmreasHoctb QRS 115 Mc
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Puc. 4. Tlokazarenu dpaxiiuy BBIOpoca JIEBOTO XKeJlyIouKa UCXOAHO U TIPY pa3INYHbBIX TUTTaX TPOrPaMMUPOBaHUS

MYJIUPYETCS cpa3y ¢ MPUXOIOM UMITYJIbCa B ITePEro-
POIKY, TPOBOAUTCS CTUMYJIsSILMS TobKo JIZK. Om-
penessieTcs 3HauMMasi IMHaMuKa BCex LeJIEBbIX MO-
KazarteJsei 1o KapauopecMHXpOHU3UPYIOIIei Tepa-
nuu (puc. 4). B KauecTBe MOJIOXKXUTEIHHOIO IIOJII0Ca
MpU CTUMYJISILIMU KCTIOJIb30BaHa crupaib. Ilino-
1ab CTUMYJISILIAU 3HAUUTETIbHAS.

OddexT HeraTUBHOIO AeHCTBUSI aHOAHOM CTH-
MYJISILMU OTCYTCTBYET.

O6cyxnenne

HenoctaTtku mporpaMMHpOBaHUS B DPEXUME
TPUTTEPHOI CTUMYJISILIMY JIEBOTO KeTyA0UKa:

— TIpOTpaMMMPOBaHNE BO3MOXKHO TIPH COOCT-
BEHHOM HEHapyIIeHHOM aTPUOBEHTPUKYJISIPHOM
MpOBENeHNU, MPU OUYepeaHbIX Tpolenypax follow-
up (ImporpaMMMpOBaHUE YCTPOMCTB) TpeOyeTCsl MO-
HUTOPUHT aTPUOBEHTPUKYJISIPHOTO MTPOBEICHMS;

— HETOYHBIN TIOICYET TPOIIEHTAa OMBEHTPUKY-
JIIPHOW CTUMYJISLUU, (PAKTUYECKU HMEIOLIasics
CTUMYJISILIMSL JIEBOTO KeJyJ0uKa MapKUpPyeTcsl yCT-
POMCTBOM KaK BOCIIPUHSTASI YaCTh.

OnHako BO3MOXHOCTb HE TOJIbKO ITPOBOAUTH
3 EKTUBHYIO KapAUOPECUHXPOHU3UPYIOIIYIO Te-
panuio, HoO U MMHUMU3UPOBATh MTPaBOXKETYI0UKO-
BYIO CTUMYJIAIIIO TIPUBJIEKAaeT BHUMaHHWE K TPHT-
TepHON CTUMYJISILMU JIEBOTO XKeaynouka. M3BecT-
HO, YTO OTCYTCTBUE WM YMEHbIIEHUE CTUMYJISILIMT
TPaBOTo KEeJIyIouyKa MO3WTUBHO BIUSET HAa PUCKU
BO3HUKHOBEHUS Y ALIMEHTOB (PUOPUILISILIAU TTPEI-
cepauii [11, 12]. Takum o6pa3om, OOIBHEBIE, Y KOTO-
PBIX TPUMEHSIETCSI TPUTTEPHbBIN TUITT TPOTPAMMUPO-

BaHUsI, TIOJyYalOT TOJIBKO MOJIE3HYIO JIEBOXKETYI0U -
KOBYIO CTHUMYJISILIMIO, a TpaBblii KeIyaoueK BO3-
OyK1aeTcs 1o COOCTBEHHO MPOBOSIIEI CUCTEME,
MpY HaJTW4YUM OJIOKAAbl JeBOW HOXKM mydka lica,
00BIYHO HEHAPYIIEHHOIA.

B nanHOM HaGMOIEHUM MPU TMOJOXKEHUU Tpa-
BOXXEJYIOUKOBOTO 3JIEKTPOAA B MEXKETYT10UYKOBOM
neperopojike nporpammuponaHue CPT-ycTpoiicT-
Ba B peXUMe TPUITEPHOU CTUMYJISILIUU JIEBOTO XKe-
JTyA04YKa ITO3BOJIMIIO TOCTUYD 1IEeJIEBBIX TTOKa3aTeneit
Mo Teparuu, MalMeHThl OTBETUJIM Ha Kapauope-
CUHXPOHU3UPYIOIIYIO CTUMYJISLIUIO (TTOJOXUTENb-
Hag nuHamuka @B JIK, perpecc ajeKTpoMexaHu-
YeCKOW JUCCUHXPOHUM MUOKapjaa, YJIydlleHue
KJIMHUYECKOTo CTaTyca).

3akiaoueHue

[IpencraBieHHBINA METOA TPUTTEPHOTO MPOTrpam-
MUPOBAHUS KapAUOPECUHXPOHU3UPYIOIIUX YCT-
POMCTB MOXET SBJISATbCS aJIbTEPHATUBON TPadULIU-
OHHOM OMBEHTPUKYISIPHON CTUMYJISILMUA C MOA0O-
POM aTPUOBEHTPUKYJIIPHON U MEXKETYIOYKOBOU
3a/iep>KeK, 0COOCHHO MPU MOJIOXKEHUN MTPaBOXKETy-
JIOUKOBOTO 3JIEKTpoAa B 00JIACTU MEXCKEITyI0UYKO-
BOW TIEPErOPOLIKHU.

Kongpauxm unmepecos
KoHbnukKT nHTEpecoB He 3asiBsIeTCsI.
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