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HayuHas cTaTbst

AHanus 3HAOKapAMaNbHOro Tana seyeHus
TaxuapuTMMK Nocsie OTKPbITbIX BMeLIaTeNbCTB
no nosoAy ¢ubpunnauumu npeacepaui.

OnbiT 0gHOro LeHTpa

A.C. Nocton" 2, .H. Autunos" 2, A.B. MBaHueHko', B.B. Nlawenko', II.A. Kanuuuu', C.H. KoTos',
A.B. Boirosckuit', 10.A. LLHeinpep!

! (Dep,epaanblVl LIEHTP BbICOKUX MeAULNHCKUX TeXHOﬂOFMVI, KaJWIHI/IHFpa,U,, POCCVIH;

2 banTuickuit heaepanbHblil yHusepeuteT uM. W. Kanta, KanunuHrpag, Poccus

AHHoTauus

Lienb — u3ydyeHne napameTpoB 3NIEKTPOPU3MONOTMIECKOr0 UCCNeA0BaHNSA U 0C0BEHHOCTEN peLnanBOB NPeACepaHbIX Taxu-
apUTMUI MALMEHTOB, NEPEHECLUMX XMPYPrUYecKyo KOPpeKLMio Gubpunnaumv npescepamii.

Matepuanbl u Metoppl. C aHBapa 2013 no pekabpb 2021 roga BbiNoHEHO 447 coyeTaHHbIX BMeLLATENbCTB YCTPaHEHMUA
dmbpunnauuv npeacepamnin No METOAMKAM NabUpMHT-3 1 NeBonpeacepAHbIN NAbUPUHT C KOPpeKLMEN BPOXAEHHOTO NOPOKa
cepAua n/unu nwemmnyeckon boneshmn ceppua. Y 57 (12,7 %) naumeHToB B pasinyHble CPOKW HabniofeHus onpeneneHbl
peumamBbl HapyLLeHUs puTMa. BbinonHeHbl 3HAOBAcKyNsipHble BMelwatenbcTBa 39 (8,7 %) naumeHTaM. CpefHWiA CpoK Ha-
bntoAeHns nocne aHLOKapAUanbHOro atana — 34,37 (CTaHAapTHOe OTKNOHeHWe 24,32) Mec. MeiMaHHbIN BO3pacT NaLMeHTOB
coctaBun 64 (58—67) rona, MyxunH 21 (54 %). MaumeHTbl pasgeneHbl Ha 2 rpynnbl: 1-g rpynna — nocne Knaccu4eckoro
buatpuansHoro nabupunta-3 — 23 (59 %) naumenTa, 2-a rpynna — nocnie JeBONPeACEPAHOro BapUaHTa nabupuHTta-3 —
16 (41 %) naumenTtoB. Ha aHAOKapAManbHOM 3Tane BbINOJHEHbI 31EKTPOGU3NONOrMYECKUE UCCNIEL0BaHNA L1 YTOYHEHUA
MexaHu3Ma apuTMuW, abnauws, yCTpaHAIoLLas TaxuapuTMUIO MO NMPOTOKOY: PEBU3UA JIEFOYHBIX BEH, ONPEeAESIEHNE U30ALUN
3a[iHel CTEHKM NeBOro npeAcepaus, oLeHKa npecepAHOiA apuTMUM, YCTpaHEHNe apuUTMIUW, KOHTPOSIbHAsA MHAYKLMS apuTMim
nocne abnauuw. Mocne NOBTOpPHOrO BMeLLATENbCTBA NALMEHTHI Kaxkable 3 Mec. HabnaanMcb B onepupyloLLEei KITMHUKE.
Pesynbrathl. [locne 3HAoKapaManbHOro atana perynspHbid putMm onpepensetca y 19 (82,6 %) nauueHToB 1-i rpynnbi,
13 (92,9 %) nauuenTos 2-i rpynnsl (p = 0,914). Peunpamssl B Buge gpubpunnaumv npeacepauii — y 5 (4 (17,4 %) B 1-i rpyn-
neun1(7,1 %) Bo 2-n rpynne) naumenTos (p = 0,306). Bce peumanBbl TaxuapuTMUM C HEPETYNAPHBIM LMKITOM hrOpUANALMM
npeacepamin BoiseeHbl y nauventos ¢ Of1 nepef sHAOBaCKyNApHLIM 3TanoM. B obeux rpynnax BbisBMeHb! Cy4an BoccTa-
HOB/EHMA NpoBefieHnsa B nerodHblx BeHax — y 10 (43,5 %) naumeHToB nocne buatpuanbHoi abnauum u 1 (5,3 %) naumeHTa
nocne neBonpeAcepaHoii abnaumu. Peunansbl npescepaHon aputMumn nocie abnauwm TpeneTaHus Npeacepani (aputMmm co
CTabUNbHBIM LIMKIIOM) OTCYTCTBOBA/U.

3aknioyeHue. Y nauMeHToB, UMELLMX NOC/E NPUMeHeHUs 060MX METOAO0B XMpyprudeckoit abnaumn pubpunnauuv npeg-
Cepamii TaxMKapauW C perynspHbIM LMKIOM, SHLOKapAManbHbIi 3Tan BbICOKOIO(EKTMBEH U [EMOHCTPUPYET NOCNELYIOLLYO
cBobofy 0T npeacepAHoi aputMuu. Peumams TaxuaputMm B Bue GUbpUnnaumm npeacepanii (HeperynspHbIA LMKN) acco-
LMMpOBaH C HU3KOMN BEPOSTHOCTBIO YEPKaHUs PerynspHOro NpeAcepaHOro puTMa nocne NnoBTOPHOW 3HAOKapANanbHON Mpo-
Lieaypbl, YTO MOKHO 0O6BACHUTL HANIMUMEM CTPYKTYPHBIX U 3NEKTPODU3UOIOTMHECKUX UBMEHEHUIA B MUOKape NPeAcepaun.

KnioueBble cnoBa: hvbpUniALMA NpeAcepani; TpeneTaHue NpeLcepamii; peLMaNB apuTMAW; XUpypriyeckas npoleaypa na-
BMPUMHT; KaTeTepHas abnauws; xvpypruyeckas abnauws.
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Analysis of the endocardial stage of treatment
of tachyarhythmias after open interventions
for atrial fibrillation. Experience of one center
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Dmitriy A. Kalinin', Sergey N. Kotov', Alexander B. Vygovsky', Yuriy A. Schneider’

! Federal Center for High Medical Technologies Kaliningrad, Kaliningrad, Russia;

2Baltic Federal University named after |. Kant, Kaliningrad, Russia

Abstract

AIM: To study EFI parameters and features of recurrent atrial tachyarrhythmias in patients who underwent surgical correction
of AF.

MATERIALS AND METHODS: from January 2013 to December 2021, 447 combined interventions were performed to eliminate
AF using the labyrinth-3 and left atrial labyrinth techniques with correction of CHD (congenital heart disease) and/or coronary
artery disease.

Rhythm disturbances were detected in 57 (12.7%) patients at various follow-up periods. Endovascular interventions were per-
formed in 39 patients. The average follow-up period after the endocardial stage was 34.37 (standard deviation 24.32) months.
The median age of patients was 64 (58-67) years, 21 (54%) were men. The patients were divided into 2 groups: group 1 — after
the classic biatrial (BA) labyrinth-3 — 23 (59%) patients, group 2 — after the left-atrial variant (LA) labyrinth-3 — 16 (41%)
patients.

At the endocardial stage, electrophysiological studies (EFI) were performed to clarify the mechanism of arrhythmia, and abla-
tion eliminated tachyarrhythmia. EFI protocol: revision of the pulmonary veins, determination of the isolation of the posterior
wall of the LA assessment of atrial arrhythmia, elimination of arrhythmia, control induction of arrhythmia after ablation. After
repeated intervention, patients were observed in the operating clinic every 3 months.

RESULTS: After the endocardial stage, a regular rhythm was determined in 19 (82.6%) patients of the BA group, 13 (92.9%)
patients of the LA group (p = 0.914). Relapses in the form of AF were noted in 5 patients (4 — group 1 and 1 — group 2) group
(p =0.306) All relapses of tachyarrhythmia with an irregular cycle (AF) were detected in patients with AF before the endovas-
cular stage In both groups, there were cases of restoration of conduction in the pulmonary veins — 10 (43.5%) patients after
BA ablation and 1 (5.3%) patient after LA ablation. There are no recurrences of atrial arrhythmia after ablation of atrial flutter
(arrhythmia with a stable cycle).

CONCLUSION: The endocardial stage is highly effective and demonstrates subsequent freedom from atrial arrhythmia in pa-
tients who have tachycardia with a regular cycle after both methods of surgical ablation of AF. Recurrent tachyarrhythmia in
the form of AF (irregular cycle) is associated with a low probability of maintaining a regular atrial rhythm after a repeated
endocardial procedure, due to the presence of structural and electrophysiological changes in the atrial myocardium.

Keywords: atrial fibrillation; atrial flutter; arrhythmia recurrence; “Maze” procedure; catheter ablation; surgical ablation.
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OPUTHATIBHOE VICCIELOBAHVE

BBEJEHUE

HecMoTps Ha 1o, yto pubpunnsuma npeacepamin (OI)
He OTHOCWUTCA! K JM3HEYrpoXalLMM apuTMUAM, HeraTue-
HYl0 COCTaBMAKLLYI0 3TOWA NpefcepiHON apuTMUU Tpya-
HO MepeoLeHUTb: 3IMOONIMYECKME OCNOXHEHUS, pasBUTUE
CTPYKTYPHOI NaTonorMm cepaua W yBeNUYEHWE CMEPTHOCTH
ot Bcex npuuunH [1]. CoBpeMeHHble MeTaaHanmu3bl onpejens-
toT, yto buatpuanbHas abnaums cnocobcTByeT LUTENBHOM
cBoboge ot peunamsa O u MoxeT ObiTb NoKasaHa nau-
€HTaM C JUTUTeNbHO nepeucTupyioLLen dpopmoi [2-4]. Kpome
BOCCTAHOB/IEHUSA W YAEPKaHWUA PErynsipHOro npeAcepaHoro
puUTMa Xxupyprudeckas abnauus LeMoHCTpupyeT bGonee Bbi-
COKME MNCUXONoruyeckue U GUanYeckue KOMMOHEHTLI Kaye-
CTBa XXM3HU NaLMEHTOB B CPAaBHEHWUM C APYrvMU BapuaHTaMu
abnauum ON [5]. HecMoTpsa Ha mpaKTMYeCKU papuKanbHoe
YCTpaHeHWe OCHOBHBIX MeXaHU3MoB, noanepxusatomx Ofl
C MOMOLLbIO OTKPBITOr0 OMEpPaTUBHOMO JIEYEHUS C UCTOfb-
30BaHMEM KIIAaCCMYECKOW npouenypbl NabupuHT-3, y Yactv
MaUMEeHTOB AMArHOCTUPYKOTCA KITMHUYECKU 3HAUYUMBIE peLy-
LVBbI HapyLUEHWI pUTMa, TpebyloLume AOMOHUTENbHBIX Ka-
TeTepHbIX npouenyp [4, 6—12]. MosBuBLLEeca B nocneaHee
LECATUNETUE NOHATUE «TMBPUAHBIA Noaxon, K NeveHuto Ol»
noApasyMeBaeT BO3MOXHOCTb NPOBEAEHUSA ClIELYIOLLEro 3H-
LOKapaManbHOro 3Tana (Mnu 3TanoB) Mocne XMpYPruyeckux
onepauuii no yctpaHenunio O uam UMNNaHTaUMIo YCTPOCTB
ONs KOHTPONs YacToTel putMa [13-16]. Mpn npoBeaeHUM 3H-
AOKapaManbHOro 3Tana MOoXHO BEpUGMUMPOBATL apUTMMIO,
onpejenuTb HavuKe pybLOBbIX NoNeli B CTPYKType Npeacep-
AWK, a TaKKe NapaMeTpbl HU3KOAMMUTYAHbIX y4acTKoB [17].
MMeHHO 0T 3TMX 3HAYUMO Pa3NMYAKILLMXCS N0 CTPYKTYpe 30H
B MWOKapAe, WX MPOTSKEHHOCTU U JIOKanM3auuu 3aBucUT
BEPOATHOCTb YAEPXKMBAHWA PErynapHOro putMa npeacep-
AVIA U BOCCTAHOBJIEHUS CUCTONIMYECKOro BKNaja npepacep-
AVii B KMHETUKY MUOKapAa. B ctatbe npepcTaBneHbl aHa-
/U3 OTAAMNEHHBIX Pe3y/bTaToB M0 KPUTEPUIO YAEPKVUBaHMS
perynspHoro npefcepiHoro putMa nocnie AByX BapuaHTOB
Xvpypruyeckoi Koppekumu O 1 oueHka addeKTUBHOCTU
BbINOJIHEHHOrO MOCNEeAYOLEro 3HAOKApAMaNbHOro 3Tana
abnatmu.

Lenb mccnepoBaHMs — aHanu3 4acToTbl peLMAMBOB
W pe3ynbTaToB JIeHeHWUs NpefcepaHbIX apuUTMUIA Y mauueH-
TOB, KOTOPbIM ObiN BbIMOSIHEHbI Pa3fIMYHbIE BApUaHTbI XW-
pypruyeckoit abnaumu OF1 npu coyeTaHHbIX BMeLLATENbCTBaX
Ha cepALe.

MATEPWUAJT U METO/1bl UICCNTIEQOBAHUA

[na nposefenns uccnefoBaHWs 0TobpaHbl NALMEHTI,
onepupoBaHHble B OIBY «DLBMT r. KanuhuHrpaga» B ne-
puog, ¢ sHeapa 2013 no pekabpb 2021 ropa. Bcero 6bino
BbIMONIHEHO 447 COYeTaHHbIX BMELLATENbCTB MO MOBOAY
yctpaHenus O no MeToamkaM nabupwuHt-3 (217) u neso-
npeacepaHblii NabupuHT (230) ¢ KoppeKumel Apyroi Kap-
AvancHoi natonorum (npuobpeTeHHbIi nopok cepaua (MMC)
U/vnn nwemmnyeckas donesHb cepaua (MEC)).

Tom 3,N? 3, 2023
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lNoKa3aHus K XMpYpruvecKoMy M 3HA0KapAvanbHOMY
BMeLuatenbcTBy: Hannume O wnn peunamsa @I (npu Ha-
NpaBfieHUM Ha 3HOOKapAManbHbIA 3Tan) B CpPoku bonee
3 Mec. nocne onepauyui, COMyTCTBYIOLLAA KapAuanbHas na-
Tonorva B Buge MNMNC nam nopaxeHns KOpoHapHbIX apTepum
npu VIBC, peumamnBel pasnnyHbIX NPeacepaHbIX TaXxMapuTMuUiA
U1 HeaPEKTUBHOCTb AHTUAPUTMUYECKOI Tepanum Ha OCHOBa-
Hum pykoBoacTBa HRS/EHRA/ECAS [1].

WcxoaHo npu HanpaBnieHMM Ha XMpYPruyecKyl U B no-
CNeAyloLeM 3HAOKApPANANbHYI0 KOPPEKLMID TaxuapuTMui
naumeHTbl B rpynnax 6biau conocTaBuMbl no gemorpaduye-
CKWM M KJIMHUYECKUM XapaKTepucTUKaM (1abn. 1).

UneHbl 3Tnyeckoro komuteta OLIBMT oueHunu u opo6-
PWUIM pETPOCMEKTUBHOE HEKOHTPONIMPYEMOE MCCNeAO0BaHue
C NpepBaHHbIM BPEMEHHBIM PAAOM 2 rpynn NauMeHToB B 3a-
BMCMMOCTM OT BapuaHTa xupyprudeckoro ieyeHus @I (npo-
Tokon N2 4 ot 01.11.2021).

Y 57 (12,7 %) naumeHTOB AMArHOCTUPOBaH PeELMANB Taxm-
apuTMKKM B pa3iinyHbIe CPOKK nocne onepaumu. OTbop naum-
€HTOB Ha 3HAOKapAManbHbIi 3Tan abnauum bbin BhICOKOCE-
neKTUBHbIM. Ha 3HAOKapauanbHbIA 3Tan bbiiv HanpaBneHb!
NauueHTbI:

1) ¢ yaep:uBaHWEM perynsipHoro npeacepaHoro puTMa
B NOC/IE0NEPaLMOHHOM NEPUOLE XUPYPTUYECKON KOpPPEKLMK
O 1 nocneayoLWMUM AUArHOCTUPOBaHHBIM PeLMAMBOM Npej-
CEPAHOI TaxMapuTMMM Ha aMbynaTopHOM 3Tane HabnoLeHus;

2) C OTCYTCTBMEM YLEPHKMBAHMSA CUHYCOBOTO pUTMa Mocsie
NpoBeAeHHOM onepaTuBHOI KoppeKkuun Of1 HecMoTps Ha Te-
panuto, HampaBneHHYK Ha BOCCTAHOBIIEHWUE U YAEPKMBAHME
puTMa (ABaX bl NPOBEAEHHAsA 3NEKTPOMMNYNbCHAA Tepanus
(3UT), KoppeKums aHTUAPUTMUYECKON Tepanuu, NEKTPONUT-
HbIX 1 MeTabonMYecKkMx HapyLUeHuiA). HanpaeneHue Takux na-
LMEHTOB Ha 3HAOKApAMabHBIA 3Tan abnauuy nNpoBOAMIOCh
B CpOK boniee 3 Mec. nocne xmpyprveckoii Koppekuuu OI1.

loBTOpHbIe  BMelaTeNbCTBA  ObIM  BbINOJIHEHDI
39 (68,4 %) naumentam u3 57, un 8,7 % 0T BbINOAHEHHBIX
COYETaHHbIX OTKPBITBIX BMeLllaTenbcTB. CpeaHuii CpoK Ha-
BniofeHns nocne sHAOKapAMANBHOrO 3Tana feyYeHus cocTa-
BWN 34,37 (cTaH@apTHOE OTKIOHeHHe 24,32) Mec. MeanaHHbIN
BO3pacT nauueHToB cocTaBun 64 (58-67) roga. MymumH —
21 (54%), seHwmH — 17 (46 %). MaumneHTb! bbiNM pasaeneHs!
Ha 2 rpynnbl: 1-a rpynna — nocse Knaccuyeckoro buatpu-
anbHoro (bA) nabupura-3 — 23 (59 %) naumenta, 2-a rpyn-
na — nocsie TosibKo nesonpeacepaHoro (J1M) BapuanTa npo-
uenypbl NabupuHT-3 — 16 (41 %) nauueHToB.

B TeueHne nepuopa HabnopeHus Kaxable 3 Mec. nocne
MOBTOPHOrO BMeLLATeNIbCTBA NPOBOAUNMUCH 3/IEKTPOKApAUO-
rpaduueckan (3KI) peructpaumsa putMa, XoiTepoOBCKOE MO-
HutopupoBaHue 3KI, axokapauorpadus (IxoKI), nporpam-
MupoBaHue 3nekTpokapamoctumynsaTopa (3KC) ¢ aHanusom
NPeACepAHbIX 3MeKTporpaMM. Hannuue MMNNaHTUPOBaHHBIX
JKC paccMmatpuBanocb HaMu KaK MONOMUTENbHBIA BaKTop
ONs feTanbHoi BepudmKaumm npeacepaHoro putMa. Mc-
CnefloBaHWe HanpasneHo Ha usyyeHne JOWN napametpoB
U 0cobBeHHOCTEN peLMaMBOB MPeACEpAHbIX TaxuapUTMUi
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Tabnuua 1. KnuHudecKas xapaKTepucTUKa NaLMeHToB, NepeHecLUnX XMpyprdeckoe BMeLLaTesbCTBO
Table 1. Clinical characteristics of patients who underwent surgery
NapameTp 1-(: Lp!ég;'a 2-(2 ﬂg;‘a p
Bospacr, net, Me 63 (45-70) 63 (43-73) 0,810
Mon, /M 9/14 (39/61) 12/4 (75/25) 0,027
OnutensHocTs O go onepaumm, Mec (Me) 60 (6—240) 48 (6-156) 0,746
Bug ON:
napoKkcusManbHas, n (%) 2(8,7) 1(6,2) 0,779
nepcucTupytowwas, n (%) 21(91,3) 15 (93,8) 0,779
06bem JT nepe xvpypruyeckum atanoM, Mm® (Me) 121,2 (80-180) 148,7 (100-350) 0,935
06beMm J1M nepen 3HA0BACKYNAPHLIM 3TanoM, Mm® (Me) 118,1 (70-138) 111,5 (75-124) 0,140
AKL, n (%) 1(47,8) 8 (50,0 0,322
MnacTka MUTpanbHOro U TPUKYCNMAANbHOro Knanawa, n (%) 3 (13,0) 2(12,5) 0,240
Mpote3 MK, n (%) 5(8.7) 3(18,7) 0,064
Mnactuka MUTpanbHoro Knanaxa, n (%) 9(39,1) 8 (50,0) 0,401
Mpotes AK, n (%) 4(17,4) 2(12,5) 0,275
lnactmka TK no Je-Bera, n (%) 10 (43,3) 9 (56,3) 0,799
OB JTXK % (%) no xmpypruyeckoro 3tana (MCX0LHO) 47,1 (22,0-61,0) 48,2 (30,0-60,0) 0,143
©B% JIK (%)no 3HAOKapAManbHoro 3tana, 51 (38,0-60,0) 53 (40-62) 0,411
BIC, n (%) 3(13,0) 1(16,0) 0,410
Mnc, n (%) 13 (56,5) 8 (50,0) 0,420
Tepanus 6eta-appeHobnokaropamu, n (%) 10 (50,0) 7 (43,7) 0,398
Tepanus auypetukamu, n (%) 4 (17,4) 3(18,7) 0,440
Tepanus aHTukoarynaHtamu, n (%) 19 (82,7) 12 (75,0) 0,414

Mpumeyarue: O — ¢ubpunnsauma npencepamiti; ®B — dparums Bbibpoca; JIN — nesoe npeacepame; AKLL — aopTokopoHapHoe LLYHTUPOBaHHE;
MK — MuTpanbHbiv Knanak; TK — TpukycnuaanbHbin knanaH; AK — aopTanbHbii knanaH; bA — buatpuanbHbii nabupuhr; JIN — nesonpencepaHbii
nabupunT; BIC — BpoxaeHHbIN nopok cepaua; MNMC — nprobpeTeHHbIM NOpoK cepALa.

Note: AF — atrial fibrillation; AHD — acquired heart defect; AV — aortic valve; BA — biatrial maze; CABG — coronary artery bypass grafting; CHD —
congenital heart defect; EF — ejection fraction; LA — left atrial maze; LA — left atrium; MV — mitral valve; TV — tricuspid valve

‘ MaumeHTbI ¢ BbINOSHEHHOM XMpYpriYecKoil Koppekuuen O (n = 447) ‘

v !

BuratpuanbHbii nabupuHT (n = 217 — 48,5 %) JleBonpepcepAHblit nabupuut (n = 230 — 51,5 %)

v |

MauveHTbl ¢ AMarHoCTUPOBaHHLIM PELIMAMBOM MPEeLCcEPLHOIA apuUTMUM
1 HanpaBneHHble Ha KaTeTepHylo abnauuto (n = 39)

v v

‘ Mocne 6uatpuanbHoro nabuputta (n = 23 — 59 %) Mocne nesonpeacepaHoro nabupukta (0= 16 — 41 %)

ON(h=5—217%)| MN(=12—522%)| NT(n=2—8,6 %) M@n=3—18%) || NMN{h=4—25%) | ON(n=2—125%)
MNT (n=4—17,4%)

i MNT (n =7 — 43,8 %) l
Peunauns O YnepxuBaHve YnepxuBaHue Peunaums ON
(n=4—17,4%) perynspHoro putMa PerynsipHoro putMa n=1—171%)

(n=19—82,6%) (n=13—929%)

i i

Ananus Nony4YeHHbIX AaHHbIX. BbiBOALI 1 3aK/H04eHWe ‘

Puc. 1. Iu3aitH-cxeMa BbINONHEHHOMO UccneaoBaHus. O — dubpunnauus npeacepanii; PHA — paamouactoTHas abnaums; NT — na-
poKcu3ManbHas Taxukapaus; MMT — npencepaHan NapoKcU3MarbHas TaxuKapams
Fig. 1. Design diagram of the completed study
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Y Pa3HOPOAHbIX MO KPUTEPUAM MepBUYHOr0 0THOpa NaumeH-
TOB, NEPEHECLUNX XMUPYPrudecKylo Koppekuuio OI. Peunan-
Bbl NPeACEPAHbIX apUTMUIA AU DEpPEeHLMPYIOTCS MO HaNUuKI
PEerynisipHOro U HeperynspHoro LMKNA, 3aTeM BbIMOSHAETCS
3H[I0KapAMa/bHas KOPPEeKUMs TaxuapuTMUMA U MU3ydaetcs
YAEPKMBaHWe pUTMa B NPeLCTaBEHHbIX rpynnaX.

Cratuctnyeckas obpabotka

Cratuctmyeckas o06paboTKa pe3ynbTaToB BbIMOJIHE-
Ha C ucnonb3oBaHuWeM nporpamMmbl SPSS Statistics 21.0
(IBM, CLUA). MokasaTtenu ¢ HopManbHbIM pacnpepeneHu-
€M MNpeJCcTaBfieHbl B BUAE CPeHEro 3HayeHus no Bbibop-
Ke W ero CTaHAapTHOro OTKIOHeHus (+ sd). lokasatenu
C pacnpefiefieHveM, OTAMYAIOLLMMCA 0T HopManbHoro, Npej-
CTaBfieHbl B BUAE MeAMaHbl U MEXKBapPTUIIBHOTO pa3Maxa,
Me (min — max). lpy HopManbHOM pacnpefeneHuy Konu-
YecTBEHHbIX MOKa3saTenen A1s NPOBEPKM HyNeBOM runoTesbl
UCMonb30Banucb napHble t-Kputepun CTblofeHTa Ans cBs-
3aHHBIX M HECBA3aHHbIX BbIGOPOK.

Mpu pacnpepeneHuy, OTAIMYAIOLLEMCH OT HOPMAJIBHOTO,
ANS OLEHKM CTAaTUCTUYECKW [0CTOBEPHON PasHULLI MeXay
HOMMHATMBHBIMI MOKA3aTeNsMM MCMONb30Baau MeTod 2
(xu-KBappaT); 4SS OLEHKW KONMYECTBEHHLIX MOKa3aTenen
[BYX HecBA3aHHbIX BbIBOpoK U-kputepuii MaHHa — YuTHu.

XapaKTepuCTUKM NoArpynn no HenpepbiBHLIM NOKa3are-
NSIM NpUBEAEHBI B BUAE «CpefHee + CTaHAapTHOe OTKIIOHe-
HWe»; N0 KauyeCTBEHHLIM MOKA3aTeNiAM NpUBEAEHbI YNCTEH-
Hble AaHHble U JOMM B MpoueHTax. Pasnuuns nokasateneit
MeX Ay rpynnamu onpesensifinch Kak CTaTUCTUYECKU 3HauU-
mble npu p < 0,05.

TexHonorus JHA0BACKYNIAPHOro BMeLlaTesibCTBa

KateTepHoe BMeLLaTeNbCTBO NPOBOAMAOCH C UCMOMb30-
BaHWeM HaBMraumMoHHbIX cucteM «Carto» (Biosense Webster,
CLUA), «Ensite» (Abbot, CLLIA). [uarHocTuyecKkme 3neKTpoabl:
10-nomiocHBIN 3NeKTpoS, A1 KaTeTepu3aumn KOpOHapHOro
cuHyca (Biosense Webster, CLUA), 10-nontocHbIit aneKTpon,
Lasso (Biosense Webster, CLLA). [1ns kaptupoBaHua v abna-
UMM Mcnonb3oBacs abnauMoHHO-KapTUPYHOLLMIA opoLuae-
Mblii «SmartTouch» (Biosense Webster, CLLUA) n «CoolFlex»
(Abbot, CLLA). MapameTpbl abnauum 30-45 BT, pnntensHocTb
Kawporo Bosgencteus oT 30 go 60 c. CKopocTb opoLueHus
CoolFlex 17-28 mn/mMuH, SmartTouch 25-35 Mn/MuH.

Mocne KaTeTepusauMu KOPOHApHOTO CUHYCa LS OLEeH-
K1 BMA NpeCcepAHON apUTMUM OLLEHMBaNach PerynspHoCTb
UMKIa TaxuapuTMuMW, ero AJIMTENbHOCTb, pacnpocTpaHeHue
(poHTa aKTMBaLWW apuUTMUKU. 3aTeM BbIMOJIHANACh OLEH-
Ka HanuMuus NpOBEAEHWUS B JIETOYHBIX BEHAX, COCTOATENb-
HOCTb M30NAUMM 3apHel cTeHku JM, aHanu3 BblpaeHHo-
CTM M KONMYECTBA HU3KOAMMNIUTYAHLIX 30H B NpeACcepavaX.
Huskoi amMnnuTyfoit ¢ anekTpoga no KOpOHAapHOMY CUHY-
Cy CYATanu aMmmnuTygy PerucTpupyemMoro CurHana MeHee
unu pasHyto 0,2 MB. lpu BbiSBNEHUM apuUTMUK C perynsp-
HbIM LIMKJIOM TpeneTaHus NpeAcepavi nposoaunack audde-
peHLManbHas AMarHocTMKa NonocTu cybetpata TpeneTaHus

Tom 3,N? 3, 2023
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(NpaBo- WnM neBonpeAcepLHOe TpeneTaHWe). YTOUHeHue
BULA TpeneTaHus BbLINOJHANOCL MO KPUTEPUAM aHaniu3a
(poHTa aKTMBaLMK 1 oNpeAeNeHns BOBNIEYEHUS HAaX0KAEHMS
neyebHOro aneKTpoAa 0THOCUTENBHO LKA aputMmuu. B cny-
Yae BbISIBJIEHWS JIEBONPECEPAHOr0 TpeneTaHUs fanbHenLLas
MeToanka IOUN 1 abnauum bbina cxoaHoi TakTuKe npu O,
[lBaxkabl NpoBoAMnach NyHKUMA MEXNpeLcepiHON nepe-
ropofku uHTpoaplocepamu «Preface Multipurpose» (Cordis,
CLLIA) nop, peHTTreHKOHTpoeM. 3aTeM BhINONHSANN TPEXMep-
HYI0 3HJ,0KapAUabHYI0 PEKOHCTPYKLIMIO NIEBOTO MW NPABOoro
npeLcepauiA, aMMAMTYAHYI0 KapTy Ans BbISBNEHNS pybLOBbIX
obnacTei B NeBOM U NpaBoOM npeacepamm (puc. 2) n aktu-
BaUMOHHOE KapTUpoBaHMe C OKHOM MHTepeca Ha 10-20 mc
MeHbLLE UMKNa Taxukapauu. Mpu TpeneTaHuu npepacepaum
abnauvs npoBoAMnach NO BbISBNIEHHBIM KPUTUYECKUM 30-
HaM NpoBeJEHUA C CO3AaHNEM U 00513aTeNbHBIM KOHTPONEM
HaluuMs [ByHanpaBfieHHoro 05oKa NpoBefeHns (He MeHee
140 mc). Takke B KadecTse Kputepues popMupoBaHus b1o-
Ka NpoBefieHWs NpW TpeneTaHWsaX Npefcepani paccMmartpu-
BasM 3nK30., OPMUPOBAHMS «ABOMHbLIX» CMAlKOB W PE3KOro
YOJIMHEHUs NPOBEAEHWS CUTHanNa Mo AaHHbIM 3HA0rPaMMbl
Ha Nieye6HOM 3neKTpoge.

Mpu Hanuumy NpopbLIBOB NPOBEAEHUSA B NIETOYHBIX BEHAX
unu 3aaHen ctedke JIMN BoinonHanac paguoyactotHas (PY)
Peun3onsaums ¢ KOHTPONEM OTCYTCTBUSA NPOBEAEHNS (KOHTPOSIb
B NMPOLLECCe BbICOKOYACTOTHbIX (BY) BO3AECTBIIA U NOBTOPHO
B KOHLie npoueaypbl Ha TaxmaputMim 1 nocie JNT).

Cxema abnauum npu coxpaHeHUM TaxmapuTMUK C Hepery-
NAPHBIM LMKIOM: 0653aTeNlbHO BbINONHANACh NepeaHecen-
TanbHas IMHUA OT MUTPaNbHOrO KJlanaHa K BepXHemn npasoi
NeroyHol BEHe Y 0CHOBaHMS NIMTUPOBaHHOTO UMW Pe3nLIMPO-
BaHHOro yiwuKa JIM 1 BLONb KOPOHApHOI0 CUHYCa, MeXnpes-
CcepAHoli neperopofiku cnpaea u creBa. Mex«kaBanbHas in-
HWS 1 U30MIAILMSA BEPXHEW MOSOK BEHbI MPOBOAMNACH, EC/N
npegnonaranacb npasonpefcepAHas posib B NOAAepIKaHUM
HapyLUEeHMI puTMa 1 UCKITIOYEHNs NpaBorpesCcepaHoN apuT-
MWM C PEryNsipHbIM LMKIIOM (TakXKe aHanu3 LMKa aputMum,
ero AJIMTENIBHOCTV M pacnpocTaHeHus GpoHTa aKTUBaLUM
aputMum). Tpu nepexoge O©I1 B TpeneTaHwe npencepauii

Puc. 2. TunuyHas aMnMTyLHas KapTa naumeHTa nocne onepaumu
nabupunT-3. CTpenkaMm yKasaHbl 30Hbl OTCYTCTBUSA 3NIEKTPUYECKOM
aKTUBHOCTU BCEX NErOYHbIX BEH W 3afiHEN CTEHKM NIeBOro npea-
cepaus

Fig. 2. Typical amplitude map of a patient after labyrinth-3 surgery.
The arrows indicate zones of absence of electrical activity in all
pulmonary veins and the posterior wall of the left atrium
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Tabnuua 2. Bua TaxvMaputMumn No faHHbIM 311EKTPOGU3UOIIOrMYECKOro UCCeL0BaHMSA
Table 2. Type of tachyarrhythmia according to electrophysiological studies

MNapametp 1_(:; przfg;ua ZE: Lp);lz;a P
on 5(21,7) 2(12,9) 0,460
TI neBonpeacepaHoe 12 (52,2) 4 (25) 0,090
TI npaBonpencepaHoe 4 (17,4) 7 (43,8) 0,072
nr 2(8,6) 3(18,7) 0,356

MpumeyaHue: BA — buatpmanbHbiig; JIN — nesonpeacepaHbi; O — dmbpunnaums npeacepamii; TN — tpenetakue npeacepaui; NT — npepcepaHan

TaxuKapaus.

Note: AF — atrial fibrillation; AFl — atrial fluttering; AT — atrial tachycardia; BA — biatrial; LA — left atrial

UMW NpefCcepaHy0 KCTPACUCTOIMIO BhINONHANACL abnaums
COrNacHO KpUTEpUAM BHOBb 3a(MKCMPOBAHHOM apUTMMM
(perynsipHoCTb UMKNa, ero AnUTENbHOCTb, aHanu3 QpoHTa
aKTMBaLMM MO 3anMCcK C KOPOHAPHOTO CUHYCa), Nocne yTouy-
HEHMSA YKa3aHHbIX MapaMeTpoB — abnaums KPUTUHECKUX
ANA Taxumkapamm obnacteid. Mpu QoKycCHbIX NpeacepaHbix
TaXMKapausX KapTUpOBaHWe MPOBOAMIOCH MO MPOTOKONY
MOMCKa CaMoli paHHel 001acTh aKTUBaLMKU OT pedepeHTHOro
aneKTpoAa. Kputepum npeacepaHoi TaxuKapanu: pasinyHas
OT TpeneTaHMs YacToTa TaxUKapauK, Hannume HecTabUNbHOro
UMKNa (pasorpeBbl M OCTbIBaHUA TaXMKapaWu), HEBO3MOMK-
HOCTb MOCTPOEHWSA aKTMBALMOHHON KapTbl BBUY OTCYTCTBMS
MexaHM3Ma macro re-entry TaxuKkapamm, KynupoBaHue Taxu-
Kapauv NyTeM onpejeneHns CaMoi paHHei 30Hbl aKTUBaLIMK
oT nieyebHoro anekTpoga. Mpu coxpaveHuu O w/unm otcyT-
CTBWM OpraH13aLMy LMK TaxuapuTMUM Nocie Bcex BO3aen-
CTBWM NpOBOAMNACh 3NEKTPUYECKas KapanoBepcus ¢ 0bs3a-
TeNbHbIM BOCCTaHOBNEHUEM CUHYCOBOFO PUTMa Y Ka[aoro
naumeHTa. ocne KynupoBaHWsA npeacepAHON TaxMapuTMUmU
B CNly4yae Kaypaoro nmauueHTa o6a3aTenibHO BbINONMHANACH
nposepKa cocrosTenbHocT BY-Bo3geicTsuin. MpoBoamncs
aHanmM3 Hanuuua Inbo otcyTcTBusa 6NoKa NPoBeLEHUSA NYTEM
PErucTpaLmMyu CUrHanoB C Jie4ebHOro 371eKTposa U 3NEKTPo-
Aa Lasso. OTcyTcTBME CNaliKOBOM aKTMBHOCTM C MOMOLLbHO
3/1eKTPOAI0B PacLeHMBANM KaK Co3AaHue 0y1oKa npoBeaeHus
apPUTMUYECKOI aKTMBHOCTW. OLEHKa HaiMumMsA COCTOATENbHO-
CTV JIMHWA NPOBOAMNACh NYTEM aHaNM3a [LOCTUKEHWUA IBYHa-
npaBJieHHoro bnioka npoeeaeHus (He MeHee 140 mc).

Mocne 3aBepLueHMs aHanM3a COCTOATENBLHOCTM BO3LEW-
CTBMI NYTEM YACTOM CTUMYNALMM C NOMOLLbIO e4ebHoro
3MIeKTPOAA M 3/1eKTPOAA, YCTAHOBIEHHOTO B KOPOHApHOM
CMHYCe, BbIMONIHANACL 00A3aTeNlbHan MHAYKLUMA apUTMUK.
MapaMeTpbl CTUMYNALUMK B KaXKAOM CNyyae noabupanuce,
MCXOLA M3 [AHHbIX TaxMapuTMUM KaMKAOro NauMeHTa,
NPy TpeneTaHUW NpeAcepaniA, CTUMYNALMM C [LIUTENbHOCTbIO
umMKna Taxukapamm Ha 10—20-30 Mc MeHbLUe, YeM UCXOAHBIN
UMKN apuTMuK. TakxKe NpOBOAMNACH YacTas M cBepxyacTas
CTUMynAUMSA (NocneAoBaTeNbHO AJMTENbHOCTD UMKMA CTH-
mynsumm 300-250-200 mc) ans uagykumm O, Mpouenypy
3aBepLLasy, €C/IM HECMOTPSA Ha «aKTUBHYIO» MHAYKLMIO apuT-
MUV QUKCMPOBAOCh YAEpKUBaHUE pPerynapHoro npeacepa-
HOro puTMa.
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PE3YJIbTATbI

AHanus napameTpoB peLaUBOB TaxXUapUTMMI
nocne AByX METOJ0B XMPYPru4ecKoro jeyeHus
¢umbpunnauum npeacepaun

[ins onpepnenexus napameTpoB peLManBa NpeAcepaHbIX
apuTMWI MPOBEJEH aHanM3 NoKasaTesiell nepeMeHHbIX [o-
CTOBEPHbIX Pa3/Mumii N0 KIIMHUYECKUM W AeMorpadmyeckum
KpUTEpUAM MeXay rpynnaMu naumeHToB. YeHLmMH ¢ peuu-
[VBaMM MpefcepaHbIX apuTMuiA npoonepuposaHo 9 (39 %)
n 12 (75 %) B 2 rpynnax cooTBeTCTBEHHO. [eHAEpPHbIX pa3-
JINYMIA B TPYNNax NauMeHTOB, KOTOPbIM OblMK BbIMOHEHb
pa3nuyHble BapUaHTbl Xmpypriyeckoi abnauum O npu co-
YeTaHHbIX BMeLLATeNbCTBaX Ha CepALe, He BbiNo BbISBMEHO.

Mo maHHbIM 3anKUcK 3HAOrPaMM C KOPOHapHOTo CUHYca
3HaYMMBIX Pa3fU4MiA NO BUAY NPeACepAHbIX TaxMapuUTMuUiA
y nauueHToB B 0b6enx rpynnax He BbiABEHO. [uarHocTupo-
BaHo nesonpeacepaHbix TMN 12 (52,2 %) v 4 (25 %) cnyyas,
npasonpeacepaHbIx TpenetaHun — 4 (17,5 %) n 7 (43,8 %),
O —5(21,7 %) n 2 (12,5 %), npeacepaHbIX TaxuKapAniA —
2 (8,6 %) n 3 (18,7 %) cootBeTcTBEHHO (Tabn. 2).

OtcytcTBue u3onsiumv 3agHeit cteHky JM Bbino BoisBneHo
y 6 (26 %) naumentoB 1-i rpynnbl, u 4 (25 %) nauueHToB
2-i rpynnbl (p = 0,875). «CnabbiM MecToM» y naumeHToB 00e-
WX rpynn bbina Kpbllia y Mecta BNafeHUs BEpXHEN JIeBOW
NeroyHoli BeHbl, B OCHOBHOM TaM JOCTUranach peusonsauus
3ajiHeil CTEHKY NeroyHbIX BeH. TaK Xe YacTo pensonsuum ne-
TOYHbIX BEH JOCTUranu npu NpoBeLeHUM LOMOSHUTENbHBIX
abnauui no 3aHel CTeHKe NpaBbIX JIEr0YHbIX BEH (puc. 3, 4).

MaumeHTbl C pekaHanu3aumel NPOBEAEHUS B JIEFOYHbIX
BeHax bbin onpefenelbl B 0beunx rpynnax: 10 (43,5 %) na-
umenToB B 1-1 rpynne u 1 (5,3 %) naumeHT Bo 2-1 rpynne.
[ins yctpaHeHus npopbisoB npoBefeHus B JIB Bo Bcex cny-
Yasx noTpeboBanack ToNLKO cerMeHTapHas abnaums. Mepes-
HecenTasnbHas JIMHWA BbiNonHanack B 8 (34,8 %) cnyuyasx
B 1-# rpynne u 4 (25 %) Bo 2-i rpynne (abnauus nposo-
Avnacb A0 AOCTUXKEHWS AByHanpaeieHHoro bnoka npose-
AeHus He MeHee 140 mc), p = 0,400; B MUTpanbHOM MCTMyCe
y 4 (17,4 %) naumenToB 1-i rpynnbl ny 4 (25,0 %) naumreHToB
2-i rpynnbl, p = 0,563. Tpn pe3ekunu 1 yCneLwHOM UrMpo-
BaHuM ywka JIM y naumenToB ¢ O B HEKOTOpbIX Cyyasx
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Puc. 3. AMnauTyaHas KapTa M 3anuch 3eKTPOKapAMOrpaMMbl U SHAOTpaMM NaumMeHTa nocsie onepauun nabupuHT-3. Ceepxy 8HU3: aM-
NAUTYaHas KapTa nauueHTa, ctaHaapTHble otBeaeHus KT, curHanbl ¢ MHOrOMOMIOCHOMO LMPKYNAPHOTO 3NIeKTpoLa (KenTble) Ha 3aaHei
CTEHKe JIeBOr0 Npeficepans — CTPesiKaMu yKasaHa aKTUBHOCTb C COYCTbA CJIeBa, CUrHasbl € abnaumoHHoro anekTpoaa (benble), crHarbl
C MHOrOMOJIOCHOIO 3/1EKTPO/ia B KOPOHAPHOM CUHYCE (3eneHble). M3onsaums 3aaHei CTEHKW [OCTUrHYTa, AMCCOLMALIMA apUTMUYECKON aK-
TMBHOCTW — O [laHHBIM C KaTeTepa «Lasso», coxpaHseTcs TpeneTaHue, NP1 3TOM M0 3NEKTPOAY U3 KOPOHAPHOTO CUHYCa — CUHYCOBBIN
PUTM (TaKxKe CTpesiKa-yKasaTeslb — HUKHASA ropU30HTabHasA CTpesKa Ha 3anucu ¢ KopoHapHoro cuHyca). 3®U-cucteMa «Claris» (Abbot,
CLLA). CropocTb 3anmcn 200 mm/c

Fig. 3. Amplitude map and recording of the electrocardiogram and endograms of the patient after the labyrinth-3 operation. Top-down:
amplitude map of the patient, standard electrocardiogram leads, and signals from the multipole circular electrode (yellow) on the posterior
wall of the left atrium, where the arrows indicate the activity from the anastomosis on the left, signals from the ablation electrode (white),
and signals from the multipole electrode in the coronary sinus (green). Isolation of the posterior wall was achieved, the dissociation of
arrhythmic activity corresponded to data from the Lasso catheter, and flutter persists, and sinus rhythm exists along the electrode from
the coronary sinus (also the arrowhead is the lower horizontal arrow on the recording from the coronary sinus). The EPT system “Claris”
(Abbott, USA) was used. The recording speed was 200 mm/s

Puc. 4. KynuposaHue Taxvkapamu B 3afHeM COyCTbe cripaBa. Ceepxy 6HU3: aMMAMTYAHas KapTa MauMeHTa, CTaHAapTHble 0TBELEHUS
3/1eKTPOKaPAYOrpPaMMBI, CUrHasbl C MHOTOMOJIKICHOO LMPKYNSPHOIO 3NEKTPOAA (KeNTble) Ha 3a[iHe CTEHKE IEBOro NpeAcepAns CTpeska-
MM YKa3aHO OTCYTCTBME aKTMBHOCTM C COYCTbA CNPaBa, TaM, Fe pacnosiaraeTcs ieyebHbIN aNeKTpo, CUrHanbl ¢ abNaLMOHHOro 3N1eKTpoaa
(6enble), cMrHanbl ¢ MHOFOMOJTIOCHOTO 3M1EKTPOA B KOPOHAPHOM cuHyce (3eneHble). 3OU-cuctema Claris (Abbot, CLUA). CkopocTb 3anucu
200 mMm/c

Fig. 4. Relief of tachycardia in the posterior anastomosis on the right. Top—down: amplitude map of the patient, standard leads of the
electrocardiogram, and signals from the multipole circular electrode (yellow) on the posterior wall of the left atrium. The arrows indicate
the absence of activity from the anastomosis on the right, where the treatment electrode is located. White, signals from the ablation
electrode; green, signals from the multipole electrode in the coronary sinus. The Claris EPT system (Abbott, USA) was used. The recording
speed was 200 mm/s
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MPOBOAMNW NepeLHECENTabHYI0 U MUTPASTbHYIO JIMHWM C Bbl-
KitoyeHneM 06/1acTM 0CHOBAHWSA Ky/bTU YLLIKA, TaK KaKk TaM
perucTpupoBanacb BbipaKeHHasi PUTMUYHAs aKTUBHOCTb.
OnHako nocne nuMHerHbIX BO34EUCTBUIA He NPOUCXOAMIO Op-
raHW3aLum apuTMUW UK BOCCTAHOBMNEHWS CUHYCOBOIO pUTMa.
Y 3Tux nauMeHTOB BeyLLy0 pofib NOJAEPKUBAHUA apUTMUU
Wrpanu BHeNeroyHble oyark Ha (oHe NporpeccupyroLlero
KapaMoCKiepo3a B 000MX NPeAcepamsx U MexnpeacepAHoi
neperopogke. B KaBoTpuKycnupanbHoi obnact BO3HWKNIA
HeobxoaMMocTb npoBeaeHus abnaumv y 4 (17,4 %) naum-
eHToB 1-# rpynnbl, y 7 (43,8 %) naumeHToB Bo 2-i rpynne,
p = 0,091. MexraBanbHas nivHus BeinonHanace B 2 (9,1 %)
cnyyasx TONbKO B rpynne npoueaypbl NabupuHt-3 B cny-
yaax «Monyawiero» JIM. Ha ¢oHe pybLOBbLIX M3MEHEHMI

Tabnuua 3. BbinonHeHHble BO3LENCTBUS M NapaMeTpbl apUTMUIA
Table 3. Performed interventions and arrhythmia parameters

Vol. 3 (3) 2023

Cardiac Arrhythmias

MPU KYNMpOBaHWM OCHOBHOMO HapyLUeHUs pUTMa BO BpeMs
npoueaypbl abnaumu 4acTo MPOMCXOAM0 NepexstoyeHue
LMKna Taxukapavu. Tak npousowsno y 8 (36,4 %) u 3 (18,8 %)
naumeHToB 0bemx rpynn cooteeTcTBeHHO, p = 0,203. YacTo
nocne KynupoBaHWUA BO3HUKANM NpeacepAHbIe 3KCTPACUCTO-
nbl, Tpebylolwue [ONONHUTENBHLIX BO3MeicTBUA. BoccTa-
HOBJIEHWE CMHYCOBOrO pUTMa NpW 3aMbIKaHWUM MHUK abna-
umm 3admrcmpoaHo y 15 (71,4 %) naumeHToB 1-# rpynnbl
ny 14 (87,5 %) naumento 2-i rpynnel, p = 0,117 (puc. 5).

BbinonHeHHble BO3AEACTBUA M NapaMeTpbl apUTMKiA Npu-
BeAeHbl B Tabnmue 3.

Y Bcex MauuMeHTOB MoOC/ie KynupoBaHWUS apuUTMUiA
BO BpeMA npoueaypbl abnauuu npu NOBTOPHBIX WHOYK-
LMAX He NpoBOLMPOBANOCh MOSBNEHUE apuUTMUIA C paHee

MNapametp 56, T);r;r)'a J'ISI Tﬂ';a p
W3onauma 3agHeit crenku JM, n (%) 6 (26) 4 (25) 0,940
Kpbiwa N, n (%) 28,7) 2(12,5 0,701
MW, n (%) 4(17,4) 4(25) 0,563
KTW, n (%) 4(17,4) 7 (43,8) 0,091
Mpopsis B JIB, n (%) 10 (43,5) 1(5,3) 0,02
MNepenHe-cenTanbHasa nuHua, n (%) 8 (34,8) 4 (25) 0,515
N3onsumsa BepxHeii nonoit BeHsl, n (%) 1(4,3) 1(6,25) 0,792
Kynuposanwe 3UT, n (%) 4(30,8) 3(21,4) 0,914
Kynuposanue PYA, n (%) 15 (71,4) 14 (87,5) 0,117
«HuskoamnmtygHas» 3l n (%) 12 (52,2) 9 (56,3) 0,802
Mepekntouenue umkna, n (%) 8 (36,4) 3(18,8) 0,274
Hu3kas amMnuTyaa curHana no perucTpaumm ¢ KopoHapHoro cunyca, n (%) 13 (59) 9 (56) 0,228

Mpumeyarue: JIN — nesoe npepcepave; MU — mutpanbHbI uctMyc; KT — kaBaTpukycnnaanbHbiii uctMyc; JIB — neroyHble Bewbl; 3UT — anekTpo-
uMnynbcHas Tepanus; PYA — papuouactoTHas abnaums; I — anekTporpamma.

Note: CTI — cavatricuspid isthmus; ECV — electrical cardioversion; EG — electrogram; LA — left atrium; Ml — mitral isthmus; PV — pulmonary veins;

RFA — radiofrequency ablation

Puc. 5. ®parmeHT onepaummn paavoyacToTHO! abnauum centanbHOro TpeneTaHus Npeacepamii nocne onepaumm nabupuHT-3, KynuposaHue
apuTMUK 1 BOCCTaHOB/IEHWE CUHYCOBOrO pUTMa BO BpeMs abnauun. Ceepxy 8Hu3: cTaHAapTHble oTBeAeHus KT, curHansl ¢ MHoronontoc-
HOTO LIMPKYNAPHOTO 3M1eKTpoaa (KenTbie) Ha 3aAHel CTeHKe NIEeBOro NpeAcepavs, CUrHanbl ¢ abnaunoHHoro anekTpoaa (benbie), curHans
C MHOrOMOJIIOCHOIO 3/1EKTPOAa B KOPOHapHOM cuHyce (3eneHble). IOU cucteMa «Claris» (Abbot, CLUA). CkopocTb 3anmcu 200 Mm/c

Fig. 5. Fragment of the operation of radiofrequency ablation of septal atrial flutter after the labyrinth-3 operation, arrest of arrhythmia
and restoration of sinus rhythm during ablation. Top—down: standard electrocardiogram leads, signals from a multipole circular electrode
(yellow) on the left atrial posterior wall, signals from an ablation electrode (white), and signals from a multipole electrode in the coronary
sinus (green). The EPT system “Claris” (Abbott, USA) was used. The recording speed was 200 mm/s

DOl https://doiorg/10.17816/cardar529671




OPUTHATIBHOE VICCIELOBAHVE Tom 3, N2 3, 2023 Cardiac Arrhythmias

Puc. 6. MNosTopHas uHayKums dubpunnaumm npeacepavii nocne Kkapavosepcun. CTpenkamMmu ykasaH crtapT ubpunnsumv npeacepauia
Yepes HEeCKONbKO CMHYCOBBIX KOMMJIEKCOB Cpasy Mociie NpoBeAeHUs KapauoBepcuu. Ceepxy 8HU3: CTaHLAAPTHble OTBEAEHWS 3MEKTPO-
KapAMorpaMMbl, CUrHabl C MHOMOMOJIIOCHOMO LIMPKYNAPHOTO KaTeTepa «Lasso» pacnonioyeHHOM B BepXHei Monoi BeHe (KenTble 3H-
[0rpaMMbl) — 3anycK ¢ OAMHOYHOM 3KTOMMM (CaMblit PaHHUA CUrHan BO BPeMS 3amycKa apuTMUM) U TpaHchOpMaLMs B HEPUTMUYHYIO
(bUbPUNNATOPHYI0 aKTUBHOCTb (TaKIKE yKasaHWe CTPenKoM), CUrHanbl ¢ abnaumMoHHOro anexkTpoaa (Benbie), CUrHabl ¢ MHOTOMOMIOCHOTO
3IeKTpo/ia B KOPOHApHOM cuHyce (3eneHble). IOUN-cuctema «Claris» (Abbot). CkopocTb 3anucu 200 MM/c

Fig. 6. Re-induction of atrial fibrillation after cardioversion. The arrows indicate the onset of atrial fibrillation through several sinus complexes
immediately after cardioversion. Top—down: standard electrocardiogram leads, signals from a multipole circular catheter “Lasso” located in the
superior vena cava (yellow endograms) which starts from a single ectopy (the earliest signal during the start of an arrhythmia) and transforms
into arrhythmic fibrillatory activity (also indicated by an arrow), signals from the ablation electrode (white), and signals from the multipole
electrode in the coronary sinus (green). The EPT system “Claris” (Abbott) was used. The recording speed was 200 mm/s

Puc. 7. Tpenetanue npeacepamin y naumeHTa nocne onepauum nabupuHt-3. CTpenkamu ykasaHbl HU3KOAMMIUTYAHbIE hparMeHTUpOBaH-
Hble curHanbl. C8epxy 8HU3: CTaHAAPTHble OTBEAEHWS 3MIEKTPOKapAMOrpPaMMbl, CUTHasbl C MHOTOMOIOCHOTO LIMPKYNSAPHOMO 3EKTpoLa
Ha 3afiHel CTeHKe NeBOro Mpefcepans (KenTble), CUrHanbl ¢ abnaumoHHoro anekTpopa (6enbie). A6nauMoHHbIN 3NEKTPOS, PacoNoXeH
Ha YaCTMYHO M30/IMPOBAHHOM y4YacTKe MUOKapAa NpefcepAuiA, CUrHabl C MHOTOMOJTICHOTO 3/IEKTPOAA B KOPOHAPHOM CUHyCe (3eNeHble).
30U-cuctema «Claris» (Abbot, CLLA). CkopocTb 3anmcu 200 Mm/c

Fig. 7. Atrial flutter in a patient after labyrinth-3 surgery. Top—down: standard electrocardiogram leads, signals from a multipole circular
electrode on the left atrial posterior wall (yellow), signals from the ablation electrode (white), ablation electrode located on a partially
isolated site of the atrial myocardium, and signals from the multipole electrode in the coronary sinus (green). The EPT system “Claris”
(Abbott, USA) was used. The recording speed was 200 mm/s

AWarHocTupoBaHHbiMM mapaMeTtpamu B 100 % cnyvaes.
KoHTposb cOCTOATENBHOCTM JIMHWI BbINONHANCA 06s3aTeb-
HO, MPOBOAMNICSA Ha CTUMYAAUMM C neyebHOro 3neKTpofa.
Bes pasgenenus Ha rpynnbl, BbINOHEHO B CPEHEM Ka[0-
My nauvenTy 3 (o1 1 1o 8) nMHerHbIX Bo3aencTeus. HecMoTps
Ha Bce Bo3gencteus, Of1 coxpaHanace, u IUT notpebosanack
4 (30,8 %) naumenTam 1-i rpynnbl 1 3 (21,4 %) naumeHTaM
2- rpynnbl, p = 0,914. MosTopHasa 3UT BbinonHeHa 3 naum-
eHTaM B cBsi3n ¢ 3anyckom @I (puc. 6). Huskas amnautyga
CUTHana C 3/1eKTPOAA N0 KOPOHapHOMY CUHYCY OnpefesieHa
KaK MeHee 0,2 MB v bbina BbisiBneHa B 1-i rpynne y 13 na-
unenToB (59 %), Bo 2-u rpynne y 9 (56 %) (puc. 7). Takue
napaMeTpbl aMMMTYabl CUrHana obbACHUMBI KapamocKiie-
pO30M NpeLcepAuii, peMOLENMPOBaHNEM CTPYKTYpbIl. B xoze
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JAHHOT0 UCCNeaoBaHWs He Obinu onpeneneHbl niowann
HU3KOAMIJIUTYAHbIX 30H B KaX[10M CJlydae, BO3MOXKHO, 3T0
6y,EI,ET BbINOJIHEHO B NnociieAyrLwmx uccnenoBaHUAX.

3nekTpodm3nonornyeckue 0co6eHHOCTM

Nnpy 3NeKTpodr3n0N0rMiecKkoM uccnesoBaHUm
nocne AByX BapUaHTOB XUPYPrUYECKOr0 JIeYeHUs!
¢bubpunnsuum npeacepaun

BBuay Hamuuus MaccuBHbIX PyOLOBLIX M3MEHEHWH
B NPeACepAusX, BbIMONHEHHbIX BMELLATENIbCTB C Moche-
AyoLwmM GopMUpoBaHUEM PYBLIOBLIX M3MEHEHMIA Mo Xoay
KOPOHapHOro CMHYCa, a TaKkke oTcyTcTBUA YiwKa JI ctout
OTMETUTb Hannuue 3aTpyAHeHWH B Bbibope YCTOHYMBOTO
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pedepeHTHOr0 KaHana [Jif NpOBefEeHWUS aKTMBALMOHHOIO
KapTupoBaHus. [locne NOCTPOEHMS aKTMBALMOHHOM KapThbl
U3-3a MPUCYTCTBUA COCTOATENbHBIX JIMHUIA (XMpYpruyecKas
KOppeKums aputMum cut-and-sew) 3a4acTylo AuarHocTupyeT-
€Al OJHOBPEMEHHOE NPUCYTCTBYIOLLME HECKOMNBKUX «PaHHUX-
no3aHux» obnactei. M3-3a MaccUBHbIX PyOLIOBbIX M3MEHEHMI
B MPEeLCEPAMSAX W BbIMONHEHHbIX BMELLATENLCTB NPOBELEHME
CTUMYNALMKM 3aTpyaHUTENbHO faxe Ha 20 MA ¢ aautens-
HOCTbI0 MMNynbca 4 Mmc. MpeacTaBnenHble IGU-ocobeHHO-
cTu TpeboBanu 0653aTeNbHOr0 AOMNOHUTENIBHOMO KOHTPOS
HaxoXOeHus ne4yebHOro 3NEKTPOAA OTHOCMTENIBHO LMKIIA
apuTMUM M YBENWYMBANM CPOKU NPOBEAEHUS MPOLeAYpbl.
OcobeHHocTb MpoBeaeHns abnauum nocne nabupuHta-3 —
Hanmune 0OLUMPHBLIX QUOPO3HBLIX MONENR C MeAJIEHHON 3NeK-
TPOdU3UONOrUYECKOI aKTUBHOCTBIO BNAOTL A0 acucTtonum JII
B CPaBHEHWM C COXpaHeHHo! GUOPUNNATOPHON aKTUBHOCTbH
B NPaBOM NpeLCcepauyu U MeXnpencepiHoi NeperopojKe.
Knaccuueckas npouenypa nabupuHT-3 McKOYaeT npaso-
npeacepaHble apuTMUK B NOCTOMEPALMOHHOM nepuoge. Ta-
KOW 3aKOHOMEPHOCTU Mbl He 0BHapyXWnu Npu NpoBefeHUN
abnauwmm nocne nsonupoBaHHoro JIM nabupuHta.

Pe3ynbTatbl HabnogeHUs NaLUEHTOB
nocsie 3HA0KapAUabHOro 3Tana

CpenHuii cpok HabmiofieHns nocne 3HAOKapAWanbHOro
3Tana nevenus coctasun 34,37 (cTaHAapTHOE OTKIOHEHWE
24,32) mec. B 1-i rpynne nauueHTOB yAepiKaHWe pery-
NSpHOro NpefcepAHoro putMa Habnwopanock y 19 (82,6 %)
naumeHToB, a Bo 2-i rpynne — y 13 (92,9 %) naumeHToB,
p = 0,914. Peunameel O Bosnuknm y 4 (17,4 %) naumeHToB
B 1-# rpynne ny 1 (7,1 %) naumenta Bo 2-i rpynne

OT™MeyeHo, 4To Bee ciyyan peumansos Of1 3auKcpoBaHb
Y NALMEHTOB C paHee AWarHoCTUPOBaHHLIMMU Ha SHAOKapaMab-
HoM 3Tane aputMuamu B Buge Of1 n npepcepaHoN Taxukap-
avn. Peunameos npencepaHon aputMumn nocie PYA Tpenera-
HWA Npeacepani 3a nepuog HabmoLeHns He 3ahmMKCMpOBaHO.

B paMKax aaHHoro uccnefoBaHus onpefenuTb KIUHUYe-
CKWe NoKasaTenu, KOTopble ABNSAIOTCA NPeAUKTOpaMu peLy-
avBa Of1 nocne 2-3tanHoi Koppekumn GubpunnaumMm npes-
Ccepaui, 0Ka3anocb HeBO3MOKHO. 3T0 MO3KeT bbITb CBA3aHO:

1) ¢ oTcyTCTBMEM pasHULBl B METOAMKE NPOBELEHHOM
onepauuu xvpyprudeckon Koppekumn Of. Qaktuuecku na-
LMeHTaM obeunx rpynn BbIMOSHEHA OMepaums Mo NieBonpes-
cepaHoii MeToauke cut-and-sew, nauueHTaMm M3 rpynnbl
LBYXNpEeLCepLHON KOPPEKLMM BbINOSIHEHA TaKXe MpaBo-
npefcepaHas KoppeKums. TexHWKa NeBonpeacepaHoii npo-
Leaypbl B rpynnax He pasnuyanach;

2) ¢ HebonblWwMM 06bEMOM BhIOOpKW naumeHToB. Hape-
eMmcs, 4To nocnedytoLme UcciesoBaHNs MPUHECYT AONOSHU-
TenbHYK MHDOPMaLMIO Mo 3TOMY BOMPOCY.

OpHako 6nmskuMm no Kputepuio 3HauuMoctu (p = 0,074)
CTa’M nepemeHHble pauTensHoctn O nepen nepebIM 3Ta-
noM Koppekumn QI (p = 0,074) n MeToaMKA XMpYprivecKoi
Koppekuum @I (p = 0,054). CuntaeM, 4To yBEMYEHUE 0ObEMa
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Bbl60pKVI B nocyiiefyroLnx nccnenoBaHnAX NO3UTUBHO CKaXeET-
CA Ha U3MEHEeHWW NoKas3aTesen KpuTtepua 3Ha4nMMOCTHU.

ObCYXOEHWUE

B HacToswlee BpeMs xupyprudyeckas npouesypa nabu-
PUHT-3 CYMTAETCS BbICOKOIPGHEKTMBHLIM METOLOM JIe4eHUS
Ol npu coyeTaHHbIX BMeLLaTebCTBaX Ha cepaue [6, 12, 13].
HecmoTps Ha BbiCOKylo addeKTUBHOCTb BraTpransHoi npo-
Lenypebl, B nMTepatype HeT 0fHO3HAYHOTr0 MHEHWS 0 Heob-
XOAMMOCTM (parmMeHTaumm npasoro npegcepaus. Umetotcs
OaHHble 0 TOM, 4TO YMNpOLLEHHas JieBONpeLcepaHas cxema
npoLeaypbl NabupuHT-3 conpsikeHa C BO3HWKHOBEHWUEM
MocNeonepaumoHHbIX TaxuapuTMuUii N0 TUMY TpeneTaHus
npeacepauii B 8-10 % cnyyaes [3]. BoicokoaddexTuHoe
KynupoBaHWe TaKoi macro re-entry Taxukapawmu, kak Tl
NpW 3aMblKaHUM IMHUWM abnauuu, 3HAOKapaManbHO bbino
BbINOHEHO HAaMW BO BCeX Ciyyasx. PeunanBoB aputMuii no-
cne abnauuu TpeneTaHuii npeAcepauiA MHTPAoNepaLMoHHO
NP MHAYKUMM apuTMUK 1 Yepe3 34,37 (cTaHOapTHOE OTKITO-
HeHue 24,32) mec. HabnloaeHUs HaMW He 3aperuCcTPUpOBaHO.

HecMoTps Ha npuMeHeHWe BbICOKO3(DMEKTUBHONM TEXHM-
KW NTabUPUHT-3, NPaKTUYECKM UCKITIOYalOLLEN BO3MOXHOCTb
PeLMOMBOB apUTMUIA, B HALLEM WUCCNEA0BAHNM Y NaLMEHTOB
0benx rpynn ObinK BoISIBNEHbI NpU3Haku peumamea OI1, pe-
KOHHEKLMSA npoBefeHus B ieroyHblx BeHax. Cpeau onybnu-
KOBaHHbIX MCCNef0BaHUA ecTb paboTbl, NOATBEPKAALOLLIME
BOCCTaHOB/NEHWE NPOBELEHWS B BEHaX NOC/E PasfINyHbIX
cnocobos onepauumy nabupnHT-3 [18-20]. BrisBneHHbIN hakT
PEKOHHEKLMW B BEHaX, Ha HaLLl B3rNsA, MOXHO 00bACHUTL:

1) coBCTBEHHO NpUMEHEHWEM METOAMKM NabUPUHT-3
C BbIMOSIHEHWEM [OMOJHUTENbHBIX JIMHWA B CTOPOHY K-
Opo3HOro Kombla TPUKYCNWUAANBLHOTO KNanaHa U MUTpaib-
HOro KnanaHa KpuoabnatopoMm «AtriCure Cryolce» (AtriCure,
CLLUA), KoTopasi, BO3MOXHO, ABNSETCA NPUYMHON NOKabHOM
peKaHanu3aumm npoBefeHus;

2) (haKTOM HAKOMJEHHOro MHOrONETHEro XWpypru-
UECKOro MacTepcTBa Npu onepaTMBHOM NedyeHun Ol
Mpu aHanuse CPOKOB onepaumii YCTaHOBNEHO, YTO MNa-
LMEHTBI M3 Tpynnbl ABYXNPEACEPAHON «KNACCUYECKOW»
TEXHUKM NTaOMPUHT C BbISBEHHBIMW peLManMBaMu Npose-
[EHWA B NEroyHbIX BeHax bbiiv onepupoBaHbl B Hadane
paboTel ®LUBMT Ha atane ocBoeHuss MeToguKu. Mpu 3ToMm
nesonpeAcepaHas MoanbuKaumsa cTana peanusaunen Ha-
KOMJEHHOr0 0MbITa, NPOAOKEHUEM MHOTONETHEN paboThl.
lpeanonaraem, YTo TPaHCMYpaNbHOCTb BCEX BO3LEHCTBUN
(cut-and-sew u nuHuM Kpuoabnauuu) okasanacb bonee
LOCTUKMMA C HAKOMJEHUEM MPAKTUYECKUX HaBbLIKOB XM-
pypros. Cnepyet 0cobo nof4epkHyTb, YTO MPOBEAEHHas
3HJ0KapAManbHo pens3onaumus Bo BCex cnydasx bbina cer-
MEHTapPHOMN W NErKo LOCTUHKNMONA.

WccnepnoBaHue nokasano OTCYTCTBUE pasfivuuii nociesyto-
LUMX TaxMapUTMUA B 3aBUCUMOCTU OT BapuaHTa XMpYpruiecKoi
KoppeKuum Of1 npu coyeTaHHbIX BMELLIATENBCTBAX Ha Ceph-
ue. [lymaeM, YTo MPOAEMOHCTPUPOBaHHAs B MCCeL0BaHUM




OPUTHATIBHOE VICCIELOBAHVE

BbICOKas 3QHEKTMBHOCTb 3HAOKapAWanbHON abnaumm peum-
[VBOB npencepaHbix aputMuid (82,6 % B 1-i rpynne naumeH-
108 1 92,9 % B0 2-1 rpynne) bbina cBsi3aHa C HaM4MEM Y Na-
LIMEHTOB, HanpaBfieHHbIX HA abnaumio UMEHHO TaxuapUTMUi
C perynapHbIM LWKIOM Taxukapamn (32 u3 39), Tpenetanus
npescepaui U npefcepaHbIX TaXMKapaui.

CunTaeM oTCYTCTBME pa3fiNyuiA B UCXOLAX ONEpaTUBHOIO
NeYeHns Mexay rpynnamu 00bACHUMBIM ABYMSA (aKkTopaMmy.

1. OTHocuTenbHO HebonbLuoi pasMep Bbibopky. MMosny-
YeHHble HaMW NpeaBapuUTeSibHbIe Pe3ysbTaThbl AOMMHbI ObITh
noaTBepXAeHbI boniee KpynHbIMK MCCNefoBaHWAMM, YTODI
JlydLle OMKUCaTb HEraTUBHOE BAISHUE [UTUTENBHO CYLLECTBY-
IOLLIel apuUTMKM Ha YepKUBaHWE pUTMa Nocie ABYX3TarHbIX
Koppekuuii OI1.

2. HeyuteHHble B NpeACTaBNEHHOM UCCIIEA0BaHUM BaXHbIE
KpUTEPUW pasnuyma B rpynnax nauueHTos. HanpuMep, Takum
KpUTEpUEM MOXKET SBNIATLCA MapaMeTp cTeneHu pedopMa-
LMW 1 TPEXMEPHOTO M3MEHEHUA COKPaTUMOCTU npencepaui
Ha ocHoBaHuM nporpeccuBHoro Speckle-tracking MeToaa
YbTPa3BYKOBOM BU3yanu3auum nonocten cepaua. Hecmotps
Ha TO, 4TO 3TOT HOBbIM MeTop, Obin BBEAEH MCKIHOUUTENBHO
LNs aHanu3a QyHKUMM NIEBOTO JKENy[LoYKa, HECKONBbKO WC-
Cnefi0BaHUiA HeLLAaBHO PacLUMpUiM MoJie ero MpUMEHEHUS
U B ApYrvx Kamepax cepaua, Hanpumep B JI [22]. HapeeMcs,
4TO nocnefytollme HawW paboTbl N0 OLEHKe YAEepKUBaHWA
PEerynspHoro npeLcepaHoro putMa nocse AByX3TanHoW Kop-
pekummn O byayT NocBALLEHbI M3Y4EHMI0 3TUX NapaMeTpoB.

OcHoBbIBasiCb Ha pe3yrbTaTax aHanu3a GaKTopoB, BAMsIO-
WKMX Ha NpefcepAHblii pUTM Mocne onepauuin NabupuHT,
LYMaeM, YTO BbIPAXEHHOCTb CTPYKTYPHOMW M 3aneKTpodm3mo-
NOTMYECKON NAToNorMu NpeAcepaMi — raBHas NpUUMHA,
00BACHANOLLAA PELIMANBLI TaXMapUTMUIA HECMOTPA Ha MpoBe-
LEHHYI0 [IBYX3TamHY0 KOPPEKLMIO ASUTENbHO CYLLECTBYHOLLMX
dopm OI1. Mo HawweMy MHeHuto, Hannume Ol nocne npoueay-
pbl TAOUPUHT FOBOPUT O 3HAYMMbIX 3NEKTPOPU3NONIOrUUECKMX
M3MEHEHNSIX B CTPYKTYpe NPeAcepavii U SBNSETCS aBHbIM
KpUTEpHUeM HEBO3MOKHOCTM YAEPIKVUBAHNS PEryNAPHOTO Mpes-
CEpAHOro puTMa.

3AKJIKYEHUE

PesynbTaTthl UcciefoBaHus, BbinofHeHHoro B OLBMT,
AEMOHCTPUPYIOT BbICOKYI0 3D hEKTMBHOCTb rMOpUAHOro nog-
xoAa B nieyeHun @I1. MepBbIM 3TanoM naumeHTaM BbINo/He-
Ha xupyprudeckas Koppekuus Of1 u gpyrve BMeLLaTenbCTBa
Ha cepple, BTOpOW 3Tan — 3HAOKAapAManbHas abnaums
peuuauBa TaxmapuTMUW. BapuaHTbl XMpYpruyeckon Koppek-
unmn dubpunnaumm npepcepamii: buatpuanbHblin NabUpPUHT
UNW TONBKO NIEBONPeACEPLHAN KOPPEKLMS — He MPOJEMOH-
CTPMPOBaM 3HAYMMBIX Pa3/IM4MIA N0 HaCTOTe W BUAY peLman-
Ba NpencepAHbIX TaxmaputMuid. BosHukHoseHne Of1y nauu-
€HTOB nocre 060X BapUaHTOB OMepaLym NabuUpUHT CHUMKaeT
BEPOATHOCTb BOCCTAHOBNIEHUA U MOALEPKAHUS CUHYCOBOTO
puUTMa Npy MOBTOPHBIX KaTeTepHbIX Mpoueaypax. Taxua-
PUTMUU C PETYNAPHBIM LIMKJIOM apuUTMUM — TpeneTaHue
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npeacepauii U npeacepaHas TaxvKapama — ABNAIOTCA Npo-
FHOCTUYECKU 6ﬂar0|'|pVIFITHbIMI/I npencepoHbiMu apuTMnUAMKU
NS BOCCTAHOBJIEHUA U YLEPXUBAHUSA PEryNapHOro npea-
CEepPAHOro PUTMa Ha [JIMTESIbHbIN NepUoL.

AOMO/THUTENIbHASA UHOOPMALIUA

Yyactue aBTOpOB. Bce aBTOpPLI BHECNM CYLLECTBEHHLIN
BK/IaZ B pa3paboTKy KOHLenuuw, NpoBeAeHWe wuccieno-
BaHWA 1 MOArOTOBKY CTaTby, NPoYnM M ofobpunm duHanb-
Hyl0 Bepcuio nepef nybnvkaumen. Bknan Kaxmoro aeTopa:
A.C. MocTon — KoHUenuma 1 am3anH mccnefoBaHms, cbop
v obpaboTka MaTepumana, HanvcaHue 1 peaKTMpoBaHUe TeK-
CTa, OTBETCTBEHHOCTb 3@ LIESIOCTHOCTb BCEX YacTel CTaTbu;
["H. AuTvnos B.B. JlsiueHko — cbop mMaTepuana, obcyskaeHune
MosTy4eHHbIX AaHHbIX, PeAaKTUPOBaHWE TEKCTa, CTaTUCTMYe-
CKas 0bpaboTka AaHHbIx; A.B. MBaH4eHKo — cbop MaTepuana,
KOHLENUMs napameTpoB UCCNeoBaHus, 0bpaboTka nHdop-
Maumw; B.B. KannHuH — cbop Matepuana, pefakTupoBaHme
TeKcTa 1 Tabnuy; C.H. Katos, Ab. BeiroBckuin — cratuctude-
CKast 0bpaboTka aaHHbIX; H0.A. LLIHenaep — peaaKkTMpoBaHme,
YTBEPXKAEHME OKOHYATENIbHOMO BapWaHTa CTaTby.

UcTounuk duHaHcupoBaHus. AsTopsl 3asBnsioT 0b oT-
CYTCTBWW BHeLLHEro GUHaHCKPOBaHWA NpY NpoBeLEHUN MC-
CneaoBaHmA.

KoHtbnukT nHTepecoBs. ABTOpLI AEKNApUPYIOT OTCYTCTBUE
ABHbIX M NOTEHLMANBHBIX KOHDIMKTOB MHTEPECOB, CBA3aHHbIX
C NybnmMKaupmen HaCTOALLIEN CTaTby.

WHdopMupoBaHHoe cornacue Ha nyb6anKkaumio. ABTophl
MOMTYYMN MUCbMEHHOE COrmlacKe MaLMEeHTOB Ha NMybanKaLmio
MEAMLMHCKMX OaHHbIX.
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HayuHas cTaTbst

Oubpunnauumsa npeacepAan Yy NauUeHTKU
¢ auddysHbiM pubpo3oM MHOKapAa
U MUTPANIbHOU aHHYNSAAPHOU AU3BIOHKLMUEH

J1.C. EBpokumoBa, .3. Mukosuy, T.H. Houkosa, T.B. NapnuHyeHKo

CeBepo-3anafHbii rocyaapcTBeHHbI MeAMUMHCKUIA YHuBepcuTeT UM. W.W. MeunukoBa, CaHkT-[letepbypr, Poccus

AHHoTaums

OnucaHo HabnopeHue cnyyas pubpunnsaLMY NpeLcepavin U XKenyLoYKOBON IKCTPACUCTONMM Y NALMEHTKU C NPONANcoM Mu-
TPabHOr0 KNnamnaHa ¥ MUTPasbHOW aHHYNAPHON AW3bloHKUMeN. [lebIoT HapylleHnd puTMa MHALMMPOBaH NepeHeceHHOM Ho-
BOM KOPOHaBMpYCHOW MH(eKumeir. KpoMe Toro, B aHaMHe3e NauuMeHTKW KOMBMHWUPOBAHHOE JieYeHMe paKa JIeBoi MOJIOHHOM
)enesbl, cnocobcTBOBaBLUEE NOSBNEHMI0 PUbp0O3a M1OKapAa B KauecTBe apUTMOreHHoro cybetpata. B cessu ¢ HeaddekTus-
HOCTbH) KOHCEPBATUBHOM aHTUApUTMUYECKOM Tepanuu bbina BhiNoHEHa paaMoyacToTHas KateTepHas npoLeaypa no noeomy
CMMNTOMHON GubpunnAauMM Npescepamni, oKasasluasncsa besycnewHoi. Lienb ctatbm — npefcTaBUTb BO3MOXKHbIE MPUYMHBI
BO3HWKHOBEHMS HapYLUEHWUIA pUTMa CepALa M pofib MarHUTHO-PE30HAHCHON TOMorpaduu B AMarHoCTUKE apUTMOreHHOro u-
bpo3a MUOKapAa ¥ MUATPabHOW aHHYNIAPHOW AU3BIOHKLMM,

Kniouesble cnoBa: Gpubpunnaumsa npefcepanin; MUTpanbHas aHHYNAPHasA AM3bIOHKLMS; NOCTNyYeBoin Gpubpo3 MMOKapaa;
MPT cepaua.
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Reseach article

Atrial fibrillation in a patient with diffuse myocardial
fibrosis and mitral annular disjunction

Larisa S. Evdokimova, Irina E. Itskovich, Tatiana N. Novikova, Tatyana V. Garpinchenko

North-Western State Medical University named after I.I. Mechnikov, Saint Petersburg, Russia

Abstract

A case of atrial fibrillation and premature ventricular complexes (PVC) in a patient with mitral valve prolapse and mitral an-
nular disjunction is described. Rhythm disturbances occurred after a new coronavirus infection. Also, the patient has a history
of combined treatment of left breast cancer, which contributed to the appearance of myocardial fibrosis as an arrhythmogenic
substrate. Due to the ineffectiveness of conservative antiarrhythmic therapy, a radiofrequency catheter procedure was per-
formed, which proved unsuccessful. The purpose of the article is to present the possible causes of cardiac arrhythmias and
the role of magnetic resonance imaging in the diagnosis of arrhythmogenic myocardial fibrosis and mitral annular disjunction.

Keywords: atrial fibrillation; mitral annular disjunction; postradiation myocardial fibrosis; cardiac MRI.
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KIMHUHECKWE CITYHAM

KJIMHUYECKOE HABJIOAEHUE

MaumenTka [I., 59 net, nocTynmna B CTauMoHap LS Npo-
BeAeHMs pafuoyactoTHon abnsumm (PHA) no nosomy ¢u-
bpunnsaummn npeacepaui (OM). Uctopus 3aboneBaHns Haya-
naco B aekabpe 2020 roaa, Koraa Bo BPeMS CTaLUMOHApHOO
NeYeHUs MHEBMOHWM, BbI3BaHHON HOBOW KOPOHaBUPYCHOM
nHdexuuen (COVID-19) cpeaHeit cTeneHn TAKECTH, Bhep-
Bble Obin 3aperucTpupoBaH napokcusm Ofl. MoBTopHbIA
anu3og, OI, noTpeboBaBLUMiA FroCNMTaNMU3aLMK, NPOM3OLLEN
B Hosbpe 2022 ropa. CuHycoBbIi pUTM ObiN BOCCTAHOBMEH
3/1IeKTPOUMNYNIBCHOW Tepanuen, 0fHaKo Yepe3 4 oHA umen
MecTo peuuamB aputMuu 6e3 nocnepyrLlero BOCCTaHOB-
neHus cunycosoro putMa. Of1 conpoBoxaanack cMMNToMa-
TUKOM B BULE OAbIWIKK, cnabocTu, cepaueduenms, B cBA3m
C YeM bbina pekoMeHfoBaHa PYA — u3onaumsa neroyHbIx
BEH.

Mpn noctynnennu ans npoeenexns PHA no nosogy O
naumeHTKy becrniokounu cepauebueHne u nepebon B pabo-
Te cepaua, COMpOBOXAALWMECS OfbIKOKW U crnabocTblo,
KaK mpu GU3MYecKoin Harpyske, Tak U B nokoe. B aHaMHe-
3e obpalLaeT Ha cebs BHUMaHWe KOMOMHMpOBaHHOE neye-
HWe Mo NOBOAY paKa NeBo MonoyHow xenesbl B 2004 rogy
(NeBOCTOPOHHASA MacTIKTOMMUSA, XUMMUOTEpanusa W nyyeBas
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Tepanus). ConyTcTaytowme 3aboneBanus: Anddy3HbIi y3no-
B0V 300 (3yTMPeo3 Ha 3aMeCcTUTeNbHOM FOPMOHANbHOI Tepa-
nuu). MoCTosHHO NauMeHTKa NpuHMMana buconponon 2,5 Mr,
L-TMpOKCKH 75 Mr 1 puBapokcobaH 20 mr.

06BbeKTUBHBIA CTaTyCc NpU MOCTYMJIEHWM: COCTOSIHUE
YLLOBNETBOPUTENIbHOE, [JbIXaHUE BE3WKYNAPHOE, XPUMOB
HeT. ToHbl cepfla apuUTMUuHbIE, YacToTa CEpAEeYHbIX Co-
KpalleHWd u nynbC 66 yo/MuH, apTepuanbHoe AaBneHue
100/70 MM pr. cT. uBOT Npu Nanbnauum MaArkui, besoo-
ne3HeHHbIN. MNepudepryecknx 0TEKOB HET.

B pamkax mpegonepauMoHHO NOAroToBKM bbin npoBe-
[eH KOMMeKC N1abopaTopHbIX M MHCTPYMEHTabHbIX METO0B
pvarHocTuky. OCHOBHbIE MOKa3aTenu KIMHUYECKoro u buo-
XMMUYECKOT0 aHaNnM30B KPoOBU B npefenax pedepeHcHbIX
3HaYeHUA.

B xope npeaLuecTBylOLLEr0 HACTOALLEN FOCMMTaNM3aLMm
CTaLMOHApHOro NleyeHns bbina npoBeaeHa KopoHaporpadus,
CTEHO3MPYHOLLEr0 1 OKKJHO3UPYIOLLLEr0 NOPaXKeHNst KOpPOHap-
HbIX apTepUi He BbISBJIEHO.

Pe3ynbTathl aneKTpokapAnorpadmyecKoro uccnefoBaHms
(3KT) npencraBneHbl Ha puc. 1. Ha KT peructpupyetcs O,
enynoukosas akcTpacuctonms (FK3) ¢ Mopdonorueii QRS,
XapaKTepHOW NS eNyA04YKOBbIX HApYLLEHWUN pUTMa U3 Bbl-
X04HOro TpakTa npasoro enygouka (M) u HeTMnuuHoi

Puc. 1. 3nektpokapamorpamma (50 mm/c, 10 MM/MB). ®ubpunnsums npeacepauit, HopMocucTonnyeckas dhopMa. OAMHOYHas Xenyaoy-

KoBas 3KCTpacucTonma

Fig. 1. Electrocardiogram (50 mm/s, 10 mm/mV). Atrial fibrillation, normosystolic form. Single ventricular extrasystole
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ANs nponanca MuTpaneHoro knanaHa (MMK) u MutpanbHoil
aHHynspHon au3bloHkumn (MAL). Hanmuue y naumeHTKM
MpaBOXeNyA04KOBOI IKCTPACUCTONIMM MOXKET ObITb CBA3AHO
¢ anddysHbIM NocTyyeBbIM (GUOPO30M MUOKapha, 3aTpa-
TMBalOLLMM He TONbKO NeBbIn xenypouek (JIXK), Ho n MK,
B panbHenweM npu noeTopHbix K[ TakKe perucTpupoBa-
nmcb O u X3 aHanormyHon Mopdonoruu.

0 Hanuumm NMK n MA[l nauueHTKa BnepBble y3Hana
BO BpeMsl 00CNiej0BaHMs, NpeLLIECTBOBABLUETO BbIMNOHEHUIO
PYA. Mpu 3xokapamnorpadum (IxoKl) nokanbHbIX HapyLueH-
HOM coKpaTuMocTu Muokapaa JIX He BeisBeHo, MUoKapg
He yTonuieH. Onpeaensnucb yMepeHHble MUKCOMATO3HbIE
M3MEHEHUS| CTBOPOK MMTpanbHOr0 KnarnaHa, MUTpasbHas
peryprutaums | ctenenn obbemom ao 10 Mn, noumpoBanach
AM3BHOHKLMA KOMbLa MUTPanbHOro KianaHa Ao 8 Mm. OcHoB-
Hble napameTpbl 3XoKI 1 MarHUTHO-pe3oHaHCHOM ToMorpa-
¢um (MPT) npeacTaBneHbl B Tabnuue 1.

[lns yTouHeHus pa3MepoB Kamep cepaLa, COKpaTuTeb-
HoW yHKUMM MuoKapaa JIXK v Hanuums MuoKapauanbHo-
ro ¢ubposa nposegeHa MPT cepaua ¢ BHYTPMBEHHBbIM
BBeAeHMeM KoHTpacTHoro BewlectBa (KB) ragommamup
0,2 mMonb/Kr. UccnepoBaHne NpoBoAMamM no CTaHapTHO-
My NPOTOKOJy CKAHWUPOBAHMSA C BbINOJHEHWEM HaTUBHOIO
T1-KapTupoBaHus MuoKapAa. B pgononHeHue K LaHHbIM
JIxoKIl obpalwana Ha cebs BHMMaHWE HauMHaKOLWAACA TU-
nepTpodus HuxHebasanbHbIX cerMeHToB MMoKkapaa JIX,
CHUKeHWe ¢pakumm Boibpoca (PB) no 46 % u cnabostipa-
JKEHHas TMMNOKWHe3Ms BEpXYLUEYHbIX CerMeHToB (Tabn. 1).
Pashnua B BenmuuHe dpakumu Bbibpoca no pesynbraram
2 MeTOZ10B MOXKET bbITb 00bSCHEHA HapYLLEHWNEM CepLeYHO-
ro pUTMa, a TaKXe pasfNnyHbIMU METOAMKaMU NoCTNpoLec-
cuHroBoro pacyeta: npu MPT Bruioyaetcs 6onee 300 cpe-
308 MPT B cepAeyHbIX LMKax pa3Hoi NpOACIKUTENBHOCTH,
4YTO NPUBOAMT K BonblueMy pasbpocy OB B pasHbix LuKNax,
ueM npu IxoKI, Bo BpeMsa KoTopoii BepyTca anis pacyeta
OB 3-5 uuknos. Paznnumne Mexnay 3Ha4yeHMAMM GpaKLmm
Bbibpoca, W3MepeHHOEe pas3NWUYHbIMM BU3YyaNN3aLMOH-
HbIMM MeTOAMKaMu, MoxeT pocturatb mHoraa 20 % [1].
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B npepncTtaBneHHoOM cnyyae aBTOpaMu B3ATbl 38 UCTUHHbIE
3Hayenus OB paHHble, nonyyeHHble B xofe 3xoKT, Kak 6o-
nee JOCTYMHbIE A1 AMHaMUYecKoro HabmofeHus.

BusyanuaupoBaHbl nponanc obenx ctBopok MK n MA[
Ao 8 MM Ha ypoBHe P3 cermeHTa (puc. 2).

Mpu aHanuse KayeCTBEHHbIX W KOMMYECTBEHHbIX MO-
Ka3ateneit HatmBHoro T1-kapTupoBahua (Modified Look-
Locker Inversion Recovery — MOLLI) BbifiBNEHbI y4acTKK,
roe 6bino yeenuueHo Bpems T1-penakcaumu MuoKapna
MENXOKENYL0YKOBOM MEpPeropofKku, nepepHeid um HOKoBOM
creHok JIX, bonee BblpaxeHHOe Ha YpOBHE BEPXYLUEYHbIX
W cpeauHHbIX cerMeHToB (puc. 3). Mpu KonnyecTBeHHOM
aHanu3e BpeMs penakcauum B YKasaHHbIX obnactsx cocTa-
Buno > 1200 Mc (BbiLe ycpeaHeHHbIX HOpM A1 ToMorpadoB
3,0 T— 1122 + 57 mc) [4]. C yyeToM npoBeAeHHON paHee
Ny4eBOM TEPaNKUW paKa JIEBOW MOJIOYHOM JKene3bl YKa3aHHble
Y4aCTKW pacLeHeHbl Kak nposiBnenns anddysHoro MUoKap-
AvaneHoro ¢umbposa.

lMocne BHYTPUBEHHOrO KOHTPACTMPOBAHMSA B OTCPOYEHHYIO
¢asy (Myocardial Delayed Enhancement — MDE) BuisiBneH
MPOTSXKEHHBIA Y4aCTOK WHTPaMypasibHOT0 HaKOMEHNUS KOH-
TpacTHOro npenapata HEeMLUEMMYECKOT0 TWUMa, JIOKanu3o-
BaHHbIN B HWXHEM U 3aHeOOKOBOM cerMeHTax (4, 5) ba-
3a/bHbIX oTaenoB JIX (puc. 4, 5). OuaroBoro HakonieHus
KB B obnactax c yBenuyeHHbIM BpeMeHeM T1-penaKcauuu
He 0TMEYEHO.

Mpu BbINONHEHMM 3NEKTPOPU3NONOTMUECKOTO MCCeno-
BaHus Ha doHe OI1 nocTpoeHa aHaTOMMYECKas U aKTUBaLM-
oHHas kapTa JIM, no JaHHBIM KOTOpOW BbISIB/IEHa MaTosio-
TMYECKas aKTMBHOCTb B 0011aCTU NIEBOW HUKHEN JIErOYHO
BeHbl. BbinosHEHa M30MAUMA YCTbEB JIETOYHBIX BEH C MO-
CneaytoLLei 3NeKTpouMnynbCHoi Tepanueit. K coxaneHuto,
CMHYCOBBI PUTM BOCCTAHOBMTL He YAaNoch.

Mocne KoppeKuMM MeaVKaMeHTO3HOI Tepaniy NaLMeHT-
Ka BbINMCaHa B YA0BIETBOPUTENILHOM COCTOSIHUM C PEKOMEH-
AauMaMK fanbHenwero Habmogexus y aputMonora 1 Bbl-
nonHeHus PHA no noBogy enya0uyKoBbIX HAPYLUIEHWIA pUTMa
npu HeahHEKTMBHOCTU MeAMKAMEHTO3HOM Tepanuu.

Ta6nuua 1. OcHoBHble NapaMeTpbl N0 pe3y/bTaTaM 3XoKapavorpacuv U MarHUTHO-pe3oHaHCHOM ToMorpadum cepaua
Table 1. The main parameters obtained by echocardiography and cardiac MRI

NapameTp 3xoKT (B-pexwum) 5 MPT cepaua 5
(pa36poc HopManbHbIX 3Ha4eHui) [2] (pa36poc HopManbHbIX 3Ha4eHuiA) [3]
OB JIXK, % 60 (54—74) 46 (59-77)
KOO JIK, mn 99 (46-106) 106 (86—166)
KCO JIX, mn 39 (14-42) 58 (22-59)
K0 S HaexcupoBaHHbId, Mn/M2 56 (29-61) 59 (56-90)
KCO JIK vHaeKcupoBaHHbIA, Mn/M2 22 (8-24) 32 (14-33)
Macca muokapga, 1 132 (67-162) 95 (72-144)
NupexcupoBaHHas Macca MUoKapaa, r/m? 75 (43-94) 52 (48-78)
NupexcuposaHHbIit 06bem M, Mn/m? 50 (16-34) 57 (27-53)

Mpumeyarue: ®B JIH — ¢pakums Boibpoca nesoro xenynodka; KO — KoHeyHo-auacTonmueckui 06beM; KCO — KOHEYHO-CUCTONMYECKMiA 00beM;

JIN — nesoe npepcepaue.

Note: EDV — end-diastolic volume; echoCG — echocardiography; ESV — end-systolic volume; LA — left atrium; LVEF — left ventricular ejection

fraction; MRl — magnetic resonance imaging.
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Puc. 2. MarHuTHo-pe3oHaHcHas ToMorpadus cepaua, KOHeYHo-
cUCTONMYECKoe M30bpaxeHune B TpexkamepHoM Buge (Fiesta Cine).
Toncras cTpenka ykasblBaeT Ha NpoNanc 3afHeil CTBOPKY MUTpasib-
HOTO KnanaHa, NpoBefieHa NPOeKLMOHHas ocb GMBPO3HOro KonbLa
MMWTPasbHOro KanaHa, ABYHanpaBeHHas CTpesika yKasblBaeT pac-
CTOSHME MUTPANbHON aHHYNSPHOM AU3BIOHKLMM

Fig. 2. Cardiac MRI, of end-systolic image in three-chamber view
(Fiesta Cine). The thick arrow indicates the prolapse of the posterior
leaf of the MV, the projection axis of the fibrous ring of the MV is
carried out, the bidirectional arrow indicates the distance of the
mitral annular disjunction

Puc. 4. MarnuTHo-pe3oHaHcHas ToMorpadus cepaLa, No KOpoTKoM
0CM Ha ypoBHe 6asanbHbIx cerMeHToB. 0TCPOYEHHOE KOHTPACcTUpO-
BaHue. CTPenKoi yKasaH MHTpaMypasibHbIA Y4acToOK HaKOoMIeHus
KOHTPACTHOro BELLECTBA Ha rpaHuLe 4-ro 1 5-ro cerMeHToB JIeBOro
KenyLoyKa HeuwweMuyecKoro xapakrepa. MK — npasbiii xenyao-
uek; JIXK — ne.biit enyaouek

Fig. 4. Cardiac MR, short axis at the level of the basal segments.
Late gadolinium enhancement. The arrow indicates an intramural
non-ischemic zone of contrast accumulation at the border of 4
and 5 left ventricle segments. MK — right ventricle; JIK — left
ventricle
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Puc. 3. MarnHuTHo-pesoHaHcHas Tomorpadus cepaua,
T1-KkapTMpoBaHMe MMOKapfa Mo KOPOTKOW OCM NeBOro JKeny-
AouKa. CTpenku yKasbiBaloT 06/1acTh C MOBbILIEHHBIM BpEMEHEM
T1-penakcaumm, NOKanM30BaHHbIE B MEXKENYLOYKOBOW nepero-
POJKe W B NepefHeN CTEHKe JIEBOr0 JKeNyj04Ka Ha ypoBHe Havana
CPEAVHHBIX CErMEHTOB

Fig. 3. Cardiac MRI, T1-mapping short axis of the left ventricle.
The arrows indicate areas with increased T1-relaxation time
localized in the interventricular septum and in the anterior wall of
the left ventricle at the level of the apical segments

Puc. 5. MaruutHo-pe3oHaHcHas ToMorpadma ceppua. Tpexka-
MepHbIi BuA. OTcpoyeHHoe KoHTpacTUpoBaHue. CTpenkon ykasaH
CnaboMHTEHCMBHBIA MHTPaMypasbHbIA Y4aCTOK HaKOMEHUS KOH-
TPacTHOro BELLECTBA Ha YPOBHE 5-ro CerMeHTa JIeBOro XenyouKa.
JIK — nesbiii xenynouek; JIM — neBoe npeacepane

Fig. 5. Cardiac MRI. Three-chamber view. Late gadolinium
enhancement. The arrow indicates a low-intensity intramural zone
of contrast accumulation at the level of 5th segment left ventricle.
JI — left ventricle; JIN — left atrium
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OBCYXOEHWUE

[lebloT HapyLieHni cepleyHOro puTMa y naumeHTKY bbin
3aperucTpupoBaH BO BPEMS FOCMUTaNM3auUuy Mo noBogy Ko-
POHaBUPYCHOM MHAEKLMM, OHAKO HeNb3s pacLieHUBaTh UH-
(eKumnoHHoe 3aboneBaHne Kak eAMHCTBEHHYHD npuumnHy OFl.
B nutepatype [5] npuBoaaTca LaHHble 0 (aKTopax, npea-
pacnonararowwmx K napokeusmy Of1, y nuu, rocnutanusmpo-
BaHHbIX no nosogy COVID-19, cpeayn HWX noxwunoii Bospacr,
CepAeYHO-COCyanCTbie 3aboneBaHus, yBennyeHne obbeMa
JIM v tskectb COVID-19. BospacT naumneHTkn — 59 ner, B 70
BpEMSl KaK CpeAHuiA BO3pacT NaUMeHTOB B UCCIIe40BaHUM CO-
ctasnan 75,9 + 2,3 net. Teuenne COVID-19 umeno cpegHioto
cTeneHb TaxXecT. Ha doHe 2 nepeuncieHHbIX YMepeHHbIX
(haKTopoB p1cKa yBenmyeHue nHaekca obbema JIMM cnocob-
ctBoBano noseneHnto ®I. MpuumH pemogenmuposanus JI
Yy NaumMeHTKM bbino HeckonbKo. lpexae BCero 3To Hanuune
NMMK, MAL. [uddysHbiii nocTnyyeBod MWUOKapAWanbHbIN
(ubpo3 c BoBNEYEHNEM MOMMMO MUOKAapa Kemy[04KOB eLLe
¥ MUOKapaa NpefcepAuniAi He TONBKO ChIrpas He MocneAHiown
posb B aebiote I, Ho U ObiN, NOXanyM, K4YeBbIM GaKTo-
poM oTcyTcTeua apdekta PHA [6].

MpennonoxutensHo, cornacHo Mopdonoruu QRS, 3kTo-
MUYecKMn GOKYC KenyaouKOBOM aKTUBHOCTW Y HalUel na-
LMEHTKM pacnonaraetcs B BbIxofHOM TpakTe [}, ofHako
¢ nomoLubio MPT BbISIBUTL CyBCTpaT XenyA04KOBOM IKTOMUM
He NpeACTaBAANoCch BO3MOXHbIM. OueHKa GrubposHbIx n3me-
HeHuii [T po cux nop npeacTtaenset coboii onpeaeneHHyo
npobnemy, TaK KaKk U3-3a HebonbLLOW ToMLMHbI cTeHku MK
MO dY3HBIE MHTEPCTULMANBHBIE U3MEHEHUS 3aTPYAHUTENBHO
BM3Ya/IN3MpOBaTh Jaxe C NoMoLLbio T1-KapTupoBaHus Muo-
Kapfa, a OTCPOYEHHOE KOHTPACcTMPOBAHWE YYBCTBMTESLHO
K @UOPO3HBLIM M3MEHEHUAM, BOBMIEKaOLLMM bonee 1T Muo-
Kapga [7].

WHoe peno oueHKa ¢ noMowibio MPT ¢nbposa Muokap-
Aa JIXX. B npencraBneHHOM HablofeHUU JONONHUTENbHBIM
MHCTPYMEHTOM, MO3BOSIMBLUMM OLIEHWTb Hanuune auddys-
Horo MUoKapauanbHoro gubposa JIXK, aensertca usmepeue
BpeMeHnu T1-penakcaumn npu MPT. MeTop ocHOBaH Ha no-
CTPOEHUM KapT, NO3BONAIOLLMX KAYECTBEHHO (C MOMOLLbH
LLBETOBOrO0 KOAMPOBAHWA BPEMEHW penaKcauuu) U Konu-
YeCTBEHHO (HEeMoCpeACTBEHHO W3Mepss BPeMs penakca-
LMM) OLIEHUTb M3MeHeHUst B MUOKapge. MMocTKoHTpacTHoe
T1-KapTupoBaHWe NpUMEHSIETCS [N pacyeTa BHEKIIETOY-
Horo obbeMa, oTpaxaiowero AuddysHbIn MUOKapaWanb-
HbIl GKUBPO3 UNK HaKoMNEHWEe NATONIOrMYECKUX CybCTaHLMA
npu bonesHsax Hakonnenus. B HacTosweM uccnepoBaHum
pacyeT BHEKIETOYHOro 06beMa He MPOBOAMICA B CBA3M
C HapyLUeHWeM pUTMa, a BbIBOA O Hanuuuu fuddysHoro
nocTyyeBoro ¢pubpo3a caenaH Ha OCHOBAHUM AaHHbIX Ha-
TMBHOro T1-KapTMpoBaHMs U OTCYTCTBMS YYacTKOB ouaro-
Boro Hakonnenus KB Ha oTcpoYeHHbIX MOCTKOHTPACTHbIX
n3obpaxeHusx. S. Tuohinen et al. [8] oTMevaloT, yTo ny-
yeBas Tepanus paKa JIeBOW MONOYHOM Xene3bl NPUBOLUT
K yBenu4yeHuto BpeMeHu T1-penakcaumm MUoKapaa neBoro
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ENYAOYKA C MPEUMYLLECTBEHHO anUKabHbIM U HUMHE-
NeperopofioYHbIM rpafMeHTOM U3MEHEHUIA, YTO OTpaaeT
andody3Hblid Gubpos, Kak 1 B HalweM HabnwaeHuu.

Pe3synbTaTbl 0TCPOYEHHOrO KOHTPACTUPOBAHWA W aHanu3
KuHOW306paeHuii N03BOSIW A0Ka3aThb Y MALMEHTKW Hau-
yne nponanca MK, MAJL u HUXKHeba3anbHOro MHTPaMypab-
Horo ¢ubpo3a JI}K, TaKkoe coyeTaHue B MTEPATYpE UMEHYIOT
«3/10Ka4eCTBEHHON Tpuagon» [9]. 3T M3MeHeHus, MHoraa
CONpOBOXAatOLLMecs HabNlLaeMoi U y AaHHONM NaLMEHTKU
runepTpodueit HUXKHeba3anbHbIX cerMeHToB MUoKapaa JIK,
npeapacnonaratT K pasBuTHI0 eNyA04KOBbIX apUTMUM (Ke-
NyA0YKOBbLIE TaXMKApAMs W 3KCTPACUCTONUA) U MOBLILIAIOT
PUCK BHe3anHoi cepaeyHoi cmeptu [10].

Ceasb Mexxay nponancoM MK n MALL ¢ ©f1 y naumeHTKm
MOXeT bbiTb 06bsAcHeHa pemopenvpoBakueM JIM Ha doHe
3TUX cocTosHMK. KpoMe Toro, noMumo NioKanbHoro ¢pubpo3a
MWOKapLa LMTenbHo cywiectsyowas MAJL MoxeT conpoBo-
¥patbea anbdysHeiM hrbpo3om MuUoKapaa, cnocobeTByio-
UMM JononHUTeNbHOM Harpyske Ha JIM Bo Bpems guactorbl
u pemogenuposanuio JIM [10].

MpnumH ¢rbpo3a MMUOKapaa Yy Hallel NaUMeHTKM Bbino
HECKOJIbKO. YHMBEpCanbHbIX MHCTPYMEHTOB U METOAO0B AMa-
THOCTWKM, KOTopble No3sonnnu bbl cBA3aTh GUBPO3 C KOH-
KPETHOM MPUYMHOM, B HAacTOSILLEe BPEMSA He CYLLECTBYeT.
B KaKux-To yyacTKax MMOKapAa naumeHTKu ¢pubpo3 obycnos-
NeH Ny4eBOM Tepanuen, B Kakux-To ¢pubpo3 BcneacTene npo-
nanca MK n MA]] pa3BuBarncs napannesibHo C NOCTAy4eBbIM
¢unbpo3soM. OcTaeTcs TONLKO Npeanonaratb UCTUHHbIE NpU-
YnHbl MBPO3a B pa3MyHbIX yyacTKax Muokapaa. OTaensHo
cnefyet ynoMsiHyTb MOTEHUMaNbHOe BMSHUE TOpMOHaNb-
HOro cTatyca nauueHTKW. Mbl monaraeM, 4To B COCTOSHWM
3yTMpeo3a BKaf, TUpeuogHoro aucbanaHca Ha HapyLleHus
CEpPAEYHOro pUTMa MUHUMAIEH.

3AKJIO4YEHUE

OnucaHHbIA KIMHUYECKMIA Cly4all AEMOHCTPUPYET BO3-
MoxkHocT MPT cepaua B amarHoctuke ¢pubposa MMoKap-
[a NIeBOr0 Jeny[oyYKa, BO3HWKAIOLLEro BCIEACTBUE pas-
NMYHBIX NpUYmH. BeisiBneHne MuokapauansHoro ¢ubposa,
OLEeHKa ero pacnpegeneHvs U obbeMa WUrpaloT BaHylo
Pofb B NOHMMaHMM NaToOreHe3a HapyLLeHW pUTMa U OLieH-
Ke noTeHuManbHon 3dppeKTnBHoCTH Tepanun. KpoMe Toro,
MPT cepaua no3sonsieT onpeaenuTb NapamMeTpbl COKpaTH-
TeNbHOM QYHKUMM M Mopdonoruyeckue naMeHenus JIXK,
ee [aHHbIe B pALE ClydYaeB TOUHEe, YeM TpaHCTOpaKasb-
Hoit IxoKT [11].

K coxanenuio, B HacTosLlee BpeMs OTCYTCTBYET Me-
TOAMKA, KoTopas Morna bbl 0AHO3HauYHO oueHuTb ¢Kbpos
Muokapgaa JIM, a Beab VMEHHO OH, MO HaleMy MHEHWIo,
npeAcTaBnisieT coboi NpuumMHy BesycnewHocTH He TONbKO
MeJuKaMeHTo3HoM Tepanuu @I, Ho n PYA. MosBneHue Ta-
KWX METOAMK B ByayLieM Mo3BOAMT NpOrHo3upoBaTh 3¢-
(EeKTMBHOCTb U LleNecoobpasHOCTb KaTeTepHbIX NpoLenyp
npu OI1.
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NO0NOJHUTENIbHAA UHOOPMALIUA

KoHnnKT nHTepecoB. ABTOpLI IEKIApUPYIOT OTCYTCTBME
ABHBIX M NOTEHLMaNbHLIX KOHDMKTOB MHTEPECOB, CBA3AHHBIX
C NybAMKaLWEN HACTOsILLEN CTaTbi.

WcTouHuK dmHaHcupoBaHUuA. ABTOpbI 3asBNAOT 06 OT-
CYTCTBMM BHELLHEro GUHAHCMPOBAHWA MPY NPOBEAEHUN UC-
Cllef10BaHuS.

Cornacve M aHOHMMHOCTb NauuMeHTa. [laumeHT aan co-
rfacue Ha aHOHMMHOE MCMOMb30BaHWeE M NMybMKaLMIO CBOWX
MEOMLMHCKMX [aHHbIX.
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HayuHas cTaTbst

KnuHuyeckas U reHeTuyeckas xapaKTepucTuka
NauMUeHToOB C KaTexolaMUHepru4ecKom noauMopgHou
)KeNnyA04YKoBOM Taxukapamen (cepus cnyyaeB)

C.M. Komuccaposa', H.M. Puneiickas’, H.H. Yakosa?, C.C. Huasosa?,
N.N. NnawwmHckas', B.Y. bapcykesud', 0.B. Mognanosa’

! PecnybinKaHCKuiA Hay4HO-NIpaKTUYeCKWiA LieHTp «Kapavonorusy, Mukck, Pecniybnuka Benapych;

2 YIHCTUTYT reHeTukm 1 umtonorum HAH Benapycu, Mukck, Pecnybnuka benapych

AHHoTauums

Lienb uccnepnoBaHMs — OLEHUTb KITMHUYECKYH0 M TEHETUYECKYH) XapaKTEPUCTUKY, BKIIKOYas pa3BuUTME HEBNAronpusaTHbIX Co-
ObITUA M UCXOA0B Y NALMEHTOB C KaTexoJlaMUHEPTMYECKOI NoNMMOpdHOii XenyaouKoBoi Taxukapaven (KIKT).
Marepuanbl u Metoabl. ObcnenosaHo 8 naumentoB ¢ KIMKT, nBoe u3 Kotopbix Bbinn pofcTBEHHUKaMKM npobaHAoB, Ha-
bniofaembix B TeueHue 4 neT. KINMHMKO-MHCTPYMeHTaNbHOE MCCief0BaHMe BKIIKOYANO PEruCTPaLMI0 3IEKTPOKapaMOrpaMMmbl
B 12 oTBefEHUAX, CYTOYHOE 3NeKTpOoKapAKorpadnyeckoe MOHUTOPUpOBaHUe, cbop reHeanorMyeckoro aHamMHesa U BbiSBNIe-
HWe C/ly4aeB BHE3arHoW CepeYHON CMepTU B CEMbE MM Hanuuus cemenHon dopMbl 3aboneBaHus, IxoKapauorpaduue-
CKOE UccnefioBaHNe U MarHUTHO-PE30HaHCHY0 ToMorpadmio cepaLa AN UCKIIOUYEHUS CTPYKTYPHBIX U3MEHEHUI MUOKapAa,
NpoBeAEHWE 3HA0KAPAMANLHOO 3M1EKTPOGM3NONONMYECKOr0 UCCEA0BaHUS N0 NOKa3aHWAM, MOHUTOPUHT UMNaHTUPYEMOTO
KapauoBepTepa-fedubpunnatopa. [onck MyTaumin B KOAMPYIOLMX NOCNEA0BATENIbHOCTAX FeHOB, acCOLMMPOBAaHHbIX C pas-
BMTUEM KaHanonatuii U Apyrux HacneCTBEHHbIX HapYLLUEHUA pUTMa, NPOBOAMNM METOAOM BbICOKOMPOWU3BOAMTENBHOMO CEK-
BEHWUPOBaHMS.

Pesynbtatbl. Y 8 nauneHTOB BbiABMEHbI HYKNEOTUAHbIE BapuaHThl IlI-V KnaccoB natoreHHocTn cornacHo Kputepuam ACMG
(2015) B reHe RYRZ2, accoumvpoBaHHbiM ¢ KIDKT. Y 6 (75 %) npobaHzoB 06HapyXeHbl AMarHOCTUMECKM 3HAYUMBblE MyTaLuMm
(IV=V knacca natoreHHocTv) B reHe RYRZ, y 2 naumeHToB Obiin 0OHapyKeHbl BapuaHTbl C HeoNpeLeneHHOW KIMHUYECKOM
3HaumumocTbro (VUS, lIl knacc). Ha MoMeHT nocTaHoBKM AuarHo3a TPaH3UTOpHOe yaJmHeHue uHTepBana QTc bonee 480 mc
bbino BoisieneHo y 4 (50 %) naumeHToB; bpaaukapaus MeHee 54 ya/MuH —y 2 (25 %), cynpaBeHTPUKYNspHas TaxuKapaus,
KOTOpas CMeHANach XenyA04KoBoi TaxuaputMuen — y 2 (25 %) naumentos. Hanbonee Tsxenas dopma 3aboneBanus ¢ Bbl-
PKEHHBIMU KITMHUYECKUMM NPOSBNEHUAMU W 3MU300M KIIMHUYECKON CMEpTU C NOC/efyoLMMM peaHUMaLMOHHBIMU Mepo-
NPUATUAMM, @ TaKXKe TPaH3UTOPHLIM YA MHEHWEM uHTepBana QTc, npesbiwatowmm 500 Mc, Habnofanock y NaUUEHTOB ¢ My-
Taumamu ¢.11814C > A (p.Ser3938Arg, rs794728704); c.4636 > A (p.Gly155Arg) v c.14876G > A (p.Argh959Gln, rs794728811)
B reHe RYRZ2. MnnaHTaums KapauosepTepa-nedubpunnatopa notpebosanack 3 (37,5 %) naumentam, B ToM umcne 1 na-
LMEHTY C Lenbio nepeuyHoi npodunaktuku BCC n 2 (25 %) — ¢ Lenbio BTOPUYHOW NpOQUNaKTUKK.

3akuitoyeHmne. B HacToseM uUccniefoBaHUM WM3YdYeH CMEKTP KJIMHUYECKMX MPOSIBNEHWA Y NaUMEHTOB C FeHeTUYECKW MOA-
TBepxaeHHoN KITKT. TpaHsuTopHoe yanuHenue uHTepBana QTc, BblpaXKeHHas cuHycoBas bpagmkapams M CynpaBeHTpUKY-
NAPHaN TaXMapUTMUS, CMEHSIOLLMECS XU3HEYTPOXAIOLLIEN XeNy[04KOBOM TaxMapUTMUEN C BbICOKOI YacTOTOW NpeaCcTaBneHs
y nauuenToB ¢ KMKT.

KnioueBble cnoBa: KaTexoNnamuHepruyeckas nonuMMopdHas »esy[oouyKoBas Taxukapaus; MyTauuum B reHe RYRZ,
(eHoTUNMYECKoe pa3Hoobpasme.
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Reseach article

Clinical and genetic characterization of patients
with catecholaminergic polymorphic ventricular
tachycardia: a case series

Svetlana M. Komissarova', Nadiia M. Rineiska', Natalya N. Chakova?, Svetlana N. Niyazova?,
Larisa |. Plashchinskaya', Veronika Ch. Barsukevich', Olga V. Podpalova'

! State Institution Republican Scientific and Practical Centre “Cardiology”, Minsk, Belarus;

Z Institute of Genetics and Cytology of Belarus National Academy of Sciences, Minsk, Belarus

Abstract

AIM: of the study was to evaluate the clinical and genetic characteristics, including the development of adverse events and
outcomes in patients with catecholaminergic polymorphic ventricular tachycardia (CPVT).

MATERIALS AND METHODS: The clinical phenotype of eight patients with CPVT, two of whom were relatives of probands,
was observed over & years. The clinical and instrumental study included ECG-12, 24-hour Holter ECG monitoring, genealogical
history collection and family history of sudden cardiac death (SCD), transthoracic echocardiography and cardiac magnetic reso-
nance imaging to detect structural myocardial changes, electrophysiologic study according to indications, and ICD monitoring.
High-throughput sequencing (NGS) was utilized to search for mutations in genes linked to the onset of channelopathies and
other inherited rhythm disorders.

RESULTS: In 8 patients, nuclectide variants of pathogenicity classes -V were identified according to the ACMG (2015) cri-
teria in the RYRZ gene associated with CPVT. Pathogenic (IV-V class) and likely pathogenic (IV class) mutations in the RYR2
gene were found in 6 (75%) probands, variants with uncertain clinical significance (VUS, class Ill) were found in 2 patients.
At the time of diagnosis, transient QTc interval prolongation of more than 480 ms was detected in 4 (50%) patients; bradycardia
less than 54 beats/min — in 2 (25%) patients, sequences of supraventricular tachycardia and ventricular tachyarrhythmia —
in 2 (25%) patients. The most severe form of the disease with marked clinical manifestations and an episode of clinical death
with subsequent resuscitation, as well as a transient QTc interval prolongation exceeding 500 ms was observed in patients
with mutations c.11814C > A (p.Ser3938Arg, rs794728704); c.463G > A (p.Gly155Arg) and c.14876G > A (p.Arg4959Gln,
rs794728811) in the RYRZ gene. Three (37.5%) patients underwent ICD implantation; one for primary SCD prevention and two
for secondary prevention.

CONCLUSION: In this study, the spectrum of clinical manifestations in patients with genetically confirmed CPVT was exam-
ined. The findings highlight transient QTc interval extensions, significant sinus bradycardia, and sequences of supraventricular
tachyarrhythmias, which can escalate into life-threatening ventricular tachyarrhythmias in CPVT patients.

Keywords: catecholaminergic polymorphic ventricular tachycardia; RYR2 gene mutation; phenotypic diversity.
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KIMHUHECKWE CITYHAM

BBEJEHUE

KatexonamuHepruyeckas nonMMop@Has enyaouKkoBas
Taxukapamna (KMKT) — HacneacTBeHHoe apUTMUYeECKoe 3a-
boneBaHWe, xapaKTepu3ylLLeecs AByHanpaBneHHoON u/umm
MOSMMOP(HON Xenyao4KOBOW TaXMKapauew, Bbl3BaHHOM
dun3MYECKO UMM 3IMOLMOHANbHOW Harpyskoid [1]. CMmept-
HocTb oT KIMKT ypesBbivaitHo Bbicoka u gocturaet 30-50 %
K 30 rogam npu oTcyTCTBUM ONTUManbHOM Tepanuu [2]. Co-
obwaetcs, yto yacrota KMKT gocturaer 1:10 000, Ho ee
(aKTUyecKas pacnpocTpaHeHHOCTb HescHa [3].

MonekynspHo-reHeTudeckoin npuumHon KIMKT aenset-
cA nedeKT reHa RYRZ2, pacnonoxeHHoro Ha ydactke B 1942
1 KOOMPYIOLLEro PUaHOAMHOBLIW PELIENTOp 2 KapAvOMUOLM-
TOB, KOTOPbI/ SBNSETCA OCHOBHBIM KaHanoM BbICBODOXEHNS
Kanbums M3 capkonnasMmatuyeckoro petukynyma (CP) [4].
MyTaummn RYRZ c ycuneHneM dyHKUMK BbI3bIBalOT aHOMallb-
HbliA BbIXO, KanbLysl U3 CapKonIa3MaTUYecKoro peTuKynyMa,
UTO NPMBOAMT K 3aflep3KKe Aernonspu3aLmu 1 Xenya04KoBbIM
aputMuaM, HabntopaeMbiM nipu KT [5, 6]. MyTauum B reHe,
KOOMPYIOLLEM DWAHOLMHOBLIA peLenTop 2, BbIABNATCS
y 65 % naumeHTOB C [aHHOW NaTonoruei 1 NPUBOAAT K pas-
Butnio KIMKT 1-ro Tuna. CoBceM HepaBHo B 2 UccnefoBaHUAX
coobLLanoc 0 KpoBHOPOLCTBEHHbIX ceMbsix ¢ KITHKT, uneHb!
KOTOPbIX UMENN FOMO3UrOTHbIE MUCCEHC- M HOHCEHC-MYTa-
umn B reHe CASQ2, koaupyoweM Ca?*-cBasbiBaloLmi 6emoK
KanbceKBecTpuHe 2, pacnosioxeHHoM B CP. KIMKT, BbissaHHas
myTaumamm B reHe CASQZ, otHocutesa K KIMTKT BToporo tmna,
XapaKTepu3yeTcs ayTOCOMHO-PELIECCUBHBIM HAce0BaHUEM
1 BCTpeyaeTcs ropasgo pexe, yeM KIMKT nepsoro tvna [7, 8].

OcHoBHbIMK KnuHWYeckumu nposeneHuamu KIMKT asna-
I0TCA CMHKOMaNbHblE COCTOAHWA, NpoBouupyeMble dusnye-
CKOW Harpy3Kou, 3MOLMOHaNbHBIM CTPECCOM UMW BBEAEHWEM
beTa-agpeHepruyeckux npenapatoB. MHTepecHO OTMETUTB,
yto npuMepHo 30 % naumenTtam ¢ KIMKT 6bin owmboyHo ana-
FHOCTMPOBaH CMHAPOM yaJiMHeHHoro mHTepeana QT (LATS)
B CBAI3M C HAIMYMEM Y HUX NMPEXOAALLEr0 YAJIMHEHUS UHTEP-
Bana QT bonee 460 Mmc [9].

CumnTombl KIMKT ¢ yanuHennem nHtepeana QT u LATS,
ocobeHHo npu LATS tMna 1, cxofHbl B TOM, 4T0 U3MYecKas
Harpy3Ka Bbl3bIBAET KeENYL04YKOBYH apuUTMUI0, KOTOpas Mo-
JKET NPUBECTU K BHe3anHoii cepaeyHoii cMeptu (BCC). Tou-
Hblii AMArHo3 MMeeT Ba)HOe 3HauyeHWe, MOCKOJbKY YacToTa
apuTMMUYecKuX cobbiTin Npu NeveHun beTa-appeHobiioka-
TOpaMM 0CTaeTcs 3HauMTenNbHO Bhile Y nauneHToB ¢ KIDKT,
yeM y naumenTos ¢ LATS [10]. Y naumentos ¢ KIMKT pa3susa-
€TCA apUTMMS U3-3a 3a[ePKKN Aenonspu3aLmi, Bbl3BaHHOI
DOMbILMM KONMYECTBOM BbLICBODOXAAEMOr0 M3 CapKonnas-
MaTM4eCKOro PeTUKYNIyMa KanbLms, B TO BPEMS KaK Yy nauu-
enToB ¢ LATS passuBaetcs torsades de pointes (nupy3THas
TaxuKapamsl) U3-3a MOBbILLEHHOI paHHeN NOCTAenonspu3a-
unM n bonee BLICOKOW reTepoOreHHOCT MPOACIIKUTESBHO-
CTU MOHO(a3HOro NoTeHUMana AencTBUS CPeay pasnnuHbIX
Y4acTKOB MUOKap/ia B pe3ynbTaTe HapyLIeHUs GyHKLMOHMPO-
BaHWA NPEUMYLLECTBEHHO KaIMEBbIX KaHaMNOB.
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CnepnyeT TaKyKe OTMETUTb, YTO CUHYCOBas bpaauKapaus,
KoTopas uHorga Habntopaetca y naumenTos ¢ KIMKT, moxer
ObiTb eLie OAHWMM MEepBUYHBIM HapyLUEHWEM, Bbi3BaHHbIM
MyTauusMu, KoTopble obHapymwmsatotca npu KT [11].
Kpome Toro, amcdyHKkuus cuHycoBoro y3na crocobHa
napajoKcanbHbIM 06pa3oM cnocobCcTBOBaTb MHULMALIMK He-
NY[,04KOBLIX PUTMOB U MOXKET ObITb TEPaneBTUYECKM HanpaB-
NeHa Ha NpefoTBPaLLeHNe BbI3BaHHOM (M3MUECKON Harpy3-
KON Unn CTpeccoM enyaoukosoi aputMum npu KIMKT [12].

MaumenTsl ¢ KMKT 06bI4HO MMEKOT HOpManbHYI0 3NEKTpO-
Kapavorpammy (IKI) B cocTosiHuM nokos. OfHaKo Hannume
CMHYCOBOW DpaguKapauu B [OMOSHEHME K MMEIOLLUMCS
B aHaMHe3e CepfleyHbIM CUMMTOMaM, BbI3BaHHbIM (un3nye-
CKOM HarpysKoi MM 3MOLMAMM, MOXET CTaTb KIHOYEBbIM
MoMeHTOM B auarHocTuke KIMKT pno npoBepeHus Tecta
¢ du3mnyeckon Harpyskon [13]. B rpynne naumeHToB — Ho-
cuTenen naToreHHon Mytaumm RYRZ2, KoTopble Obinu MaeH-
TUULMPOBaHBLI C MOMOLLIbI0 KAaCKaHOro CKPUHWHTa (TecTu-
POBaHWA POACTBEHHWUKOB Ha Ha/lMyMe MyTaLuW, BbISBIIEHHOM
y npobaHga), cuHycoBasi bpaguKapaus peructpupoBanach
y 5-20 % wnameuayymoB [14]. Kpome Toro, Hamxenymou-
KOBble HapyLUEHWs pUTMa, OT/IMYHbIE OT CMHYCOBOM bpaau-
Kapauu (MHTEPMUTTUPYIOLIMIA 3KTOMUYECKWUN NpeLcepaHbIi
PUTM, HEYTOUHEHHas Ha[XKeNyA04KOBas TaXUKapans U CUH-
[pOM cnabocTn cMHycoBOro y3na), obHapyxmBanuck y 16 %
oT 00wen nonynsuum (6pagnaput™umn y 11,3 % u Taxuaput-
Man y 4,7 %) ny 38 % nuu, KOTOpbIM NPOBOAWNOCH XON-
TEPOBCKOE MOHWUTOpUPOBaHWEe. IneKTpodm3nonornyeckue
uccneoBaHus cepAaua NauMeHToB NOLTBEPAMAM, YTO AuC-
(YHKUMSA CUHYCOBOro y3na MpUCYTCTBYET MO KpalHen Mepe
B cybnonynauum naumentos ¢ KIMKT [15].

Psn aBTOpOB 0TMEYaET NOMMOPQU3M HapyLLIEHWI pUTMa,
XapaKTepHbix Ans naumenTos ¢ KIMHKT, B ToM uncne cynpaseH-
TPUKYNSAPHBLIE U XKENTYA04KOBLIE apuUTMUK, YTO 0BYCNOBNEHO
3HauYMMOMN HecTabUNbHOCTBIO U BbICOKUM MPOapUTMOreHHbIM
NOTEHLWANoM M1OKapAa Ha BCeX YPOBHAX (KaK npeLcepAni,
TaK M xenynodkoB). B HacToswwee Bpema KIMKT Bcneactane
BbICOKOW YacTOThl Pa3BUTUS MU3HEYTPOXAIOLWMX apUTMUI
MPWU3HAETCA OAHOW M3 3HauYMMbIX npudnH BCC y nuu mono-
[0ro Bo3pacta.

Lenb uccnepoBaHus — Jatb reHETUYECKY U GeHOTH-
MUYECKYI0 XapaKTEPUCTUKY NPODaHAOB M YIIEHOB UX CEMEN
ONs nocneayloLleid OLEHKN KIIMHWYeCKUX ocobeHHocTed,
BKJTIO4as pa3BuTHe HEONAronpuATHLIX COBBITUI U UCXOL0B.

MATEPWUAJIbI
U METO[bl NCC/TEQOBAHUA

3a nepuop ¢ 2019 no 2023 rop Ha 6a3e PHIL, «Kap-
avonorus» Habnogamvucb 8 naumeHToB ¢ auarHosom KIMKT
(4 My>UMHBI M 4 KeHWMH, MeanaHa Bo3pacTa 34 [31; 41] ne)
U3 6 HEePOACTBEHHBIX CEMEN.

MauveHTbl Npoxoamnu perynspHoe obcneoBaHme B ycio-
BMSAX CTaLMOHapa C NEPUOSMYHOCTBI0 He MeHee 1 pasa B rog
(3KT, cytouHoe MonuTopupoBaHue (CM) KT, MoHUTOpUHT
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MMNIaHTUpYyeMoro KapavosepTepa-aedudpunnstopa (MKL)),
BbiN0 BLINONHEHO 3HA0KApAManbHoe 3eKTpodmanonornye-
ckoe uccnepnosanue (330U) no nokasaHusM, cbop reHea-
nornyeckoro aHamHesa c oueHkon Kl Bcex UneHoB ceMby
¢ BoisBneHneM cnydaes BCC B ceMbe unn Hanuuue ceMen-
Hoii dopMbl 3aboneBaHusa. [N UCKIIOYEHMS CTPYKTYPHbIX
HapyLIEHWIA MAOKapAa BbINOSHSANMN 3XOKapAMorpaduyecKoe
(IxoKT) uccneposanue Ha annapate IE-33 ¢upmbl Philips
(CLLIA) cornacHo peficTBytowmM pekoMeHaaumsm [16].

Mop apuTMUYeCKUMM COBBITUAMM BbiNO MPUHATO No-
HUMaTb BO3HWUKHOBEHME CUHKOME, BHE3amHas 0CTaHOBKa
KpoBoobpalLeHus, obocHoBaHHble cpabatbiBanus WK,
BCC. OueHKa KoOHTpons 3a apuTMMYeCKUMM CObbITUAMU
npoBoaunack Ha ocHoBaHuu auHamuku KT, CM 3KT, UK[-
MOHWUTOPMHra 3a Becb nNepuof Habnwaexus. 3Kl BbINoHA-
JI1 Ha 0TEYeCTBEHHOM annapaTHO-NPOrpaMMHOM KOMMEKCe
«MHTekapa-3» (Pecnybnuka benapycob) ¢ ucnonb3oBaHnem
KoMnbloTepHoi 06paboTkn. CM 3KIT npoBogmnmn Ha peru-
ctpatope «Oxford Medilog AR12» (Benukobputanus). OueH-
Ka IKI u CM 3KI npousBoamnach No KNacCMYECKUM CTaH-
paptamM 3Kl pmarHocTuku. O0B6OCHOBaHHBIMM CUMTaNUCh
cpabatbiBanua UK/l B 0TBET Ha pas3BuTUE HU3HEYTPOXKaK0-
LUMX XENYLOYKOBbIX apUTMUIA — YCTOMYUBBIE KENYL04KO-
Bble Taxukapauu (HKT) Tmna «nupyat» unu Gubpunnaumumn
wenypoukos (OX). B cnyyae cpabatbisahus UKL npu du-
bpunnaumm npeacepauii (OM) unu Apyrux HaKenyno4Ko-
BbIX apuMTMMI cpabaTbiBaHMe onpeaensnock Kak HeobocHo-
BaHHoe. [lof, cynpaBeHTPUKYNSPHBIMM HApyLUEHUSIMU pUTMa
BbIN0 NPUHATO NOHMMATbL HaMYMe OAHON W/W HECKONBKUX
apUTMMIA: aTPUOBEHTPUKYIAPHOM Y3/10BOM peLMNpPOKHOIA Ta-
XMKapauMW, 3KTOMUYECKOW NpeAcepAHON Taxukapamu, du-
Opunnaumm npeacepani U TpeneTaHus Npeacepaun.

OpHOBpEMEHHO C MOCTaHOBKOM AMarHo3a BCeM NauyeH-
TaM bblM HasHayeHbl beTa-agpeHobokaTopbl: NpenapaTtom
Bbibopa 6bin nponpaHonon B ao3e 40-80 Mr B 2-3 npue-
Ma. MakcuManbHas fo3sa coctasnsina 320 mr/cyt. B ciyyae
PerncTpaumum XenynoyKoBbIX HapyLeHWid puTMa Ha (oHe
npveMa NporpaHosiona B MaKCMManbHO NEpPeHOCUMBIX [0-
3ax U Npy HanWuuMu B aHaMHe3e apUTMUYECKUX COOLITUIA
MeJMKaMeHTO3Has Tepanus bbina NpoLo/MKEHa HaL0M0/I0M
B Ao03e He MeHee 120-160 mr/cyT. lpm peructpaumm 3nuso-
[,0B CyNPaBEHTPUKYNAPHON TaXMKapAMM NaLMeHTaM Ha QoHe
np1eMa NponpaHosiona v Hagonosna K 6a3oBoMy aHTUapuT-
MWUYECKOMY Npenapary NoAKIoYany aHTUapUTMUYECKUIA npe-
napar IC nnm Il knacca.

[Ins BepuduKaumm puarHo3a W OnpefeneHnUs pucKa
BCC BceM npobanfam 6bino npoBeAeHO MoseKynsapHo-re-
HeTUYecKoe uccnepoBaHue. NoucK MyTauuii B KOAMPYHOLLMX
nocneposatenbHocTax 174  reHoB, accouuupyembix
C cepAeyHo-cocyamcTon natonoruei, Bkatoyas KIMHKT, npose-
[EeH MeTOAOM BbICOKOMPOM3BOAUTENIBHOTO CEKBEHMPOBAHWA
Ha reHeTuyeckoM aHammsatope «NextSeq 550» (Illumina,
CLUA) ¢ wucnonb3oBaHueM naHenn «TruSight™ Cardio»
(CLUIA). MHTepnpeTauma naToreHHOCTU HOBbLIX M paHee omu-
CaHHbIX FeHETUYECKMX BapuaHTOB OCYLLECTBJIANACH COMacHo
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peKoMeHAauMaM AMepUKAHCKOro 00LLecTBa MeAMULMHCKOI
reHetuku 2015 ropa [17]. KnMHnYecky 3HaUMMBIMKM cunUTamn
naroreHHble (V Knacc)  BeposiTHO natoreHHble (IV knacc) re-
HeTUYecKMe BapuaHTbl. B aHanu3 faHHbIX 0TAeNbHO BKIToYe-
Hbl BapWaHTbl C HEOMPeLeNeHHON KITMHUYECKOM 3HAYUMOCTbIO
(VUS, Il knacc naToreHHoCTH) B reHaX, accoLMMPOBaHHbIX
C HacNeACTBEHHBIMU HapYLIEHNSMMU PUTMa.

lpu BbIsiBNEHMM y npobaHaa MyTauwii IV n V knaccos na-
TOTEHHOCTU BbINOSIHANUCH NOATBEPKAEHUE 0OHApYXKEHHOTO
BapuUaHTa METOJ0M CeKBeHMpoBaHWA Nno CaHrepy u Kackag-
Hbli CKPUHUHT ero 6amKailuMM poLCTBEHHUKAM.

PE3Y/IbTATbI

Moa HabnoaeHWEM HaxoaMnMCh 8 NAUMEHTOB (4 MyXCKOro
1 4 eHckoro nona) ¢ avarHosom KMKT, 2 naumetTos sBns-
JMCb poACTBEHHUKaMu npobaHaos. MeauaHa nepuopa Habrio-
Aenms (Me [L@; UQ]) coctasuna 16 [9; 42] mec.

B xoge reHoTMNMpoBaHWA NauMeHTOB Oblv BbISBMIEHDI
BapuMaHTbl HYKNeoTUAHOM nocnegosatensHocTu -V knac-
COB NaTOreHHOCTM cornacHo Kputepusam ACMG (2015) B reHe
RYR2: 6 mytaumn IV 1 V KnaccoB 1 2 BapuaHTa C Heonpege-
NeHHoM KiMHU4ecKoi 3HaummocTsio (VUS, [l knacc) (tabn. 1).

B bonbLumHcTBE cnyyaes (y 5 U3 8 naumeHToB) oT MaHude-
cTaumu A0 MOCTaHOBKM AuarHosa npoxopuno bonee 1 roga.
CeMeitHas dopma 3abonesaHus uMenack y 2 u3 6 npobaHgos
(33,3 %). PeumavBupyiolime CMHKOMaNbHbIE COCTOAHUA 3a-
peructpupoBaHbl y 3 nauumentoB (37,5 %). Ha MoMeHT rno-
CTaHOBKM AMarHo3a bpagukapams MeHee 54 yn/MuH bbina
BbiSIBNIeHa y 2 nauueHToB (25 %), TpaH3uTOpHOE YAnMHe-
Hue uHTepeana QT bonee 480 mc — y 4 naumenToB (50 %)
(cM. Tabn. 1).

TaK, y 32-neTHeit naumeHTKM (MaTb Npobanaa 13m) u ee
8-netHero cbiHa (13M) UMeNUCh MAEHTUYHbIE KIIMHUYECKME
NPOSIBNIEHNS B BMAE CWUHKOMAJIbHBIX COCTOSHWMA, KOPOTKMX
anu30408 HeycToinumBon T Ha ¢oHe bpaguKkapamv u anu-
30/10B TPAH3MTOPHOrO YAIMHeHNa uHTepBana QTc 6e3 cBA3n
¢ hU3MYeCKOM HarpysKoi. Y 8-neTHero Manbynka nocse aMo-
LiMOHaNbHOro CTpecca BHE3amnHo pasBuiach OCTaHOBKA Cep-
[EYHO feaTenbHOCTU Ha GoHe Gubpunnaumm enynoyKos.
MNocne anuTenbHOM peaHMaLMK M NOBTOPHbIX KapAWMOBEPCUIA
Dblna KOHCTaTMPOBaHA KIMHMYECKAs CMepTb.

Mpu aHanuse cepum KT, KoTopble MMennck B ambyna-
TOPHOM KapTouKe npobaHaa, Ha ogHomn u3 3K B 12 oTBepe-
HMSAX Ha (OHe CMHYCOBOI BpaaMKapAMM C YacToToM cepaeud-
HbIX cokpatuennin (HCC) 54 ya/MuH Bbino 3aperncTpupoBaHo
yamHeHue nntepsana QT > 600 mc, Hapywenus penonsipu-
3aUMmW B HUKHeNaTepasnbHbIX 0TBEAEHUSAX U U3MEHEHNS 3y0-
ua T B otBenenmsax V1-V2 (puc. 1).

Mpn CM 3KT 6binn 3aperncTpupoBaHbl enyLaoyKoBbIe
3KCTPACMCTONbI, 3MMU304bI HEYCTONUMBOM MoamMopdHoin T
(puc. 2). Yepes 6 Mec nocnie 3MOLMOHANBHOrO CTPecca y pe-
BeHKa pa3BuiCA CHHKOME, OCTAHOBKA CepLeYHON desTenb-
HOCTW (pubpuNNALMA XenyaouKoB), U OH Obin [OCTaBNEH
B peaHMMaLMOHHOE OTAENEHNE.
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B pesynbrarte reHeTUyecKoro aHanusa y npobaHaa Bbisie-
NeH BEPOATHO NaToreHHbIn BapuaHT IV knacca ¢.11814C > A
(p.Ser3938Arg, rs794728704) B reTepo3vroTHOM COCTOSIHUM
B reHe RYRZ (cm. Tabn. 1).

Y matepu npobanpa 13M nocne cMepTu CblHa yvacTu-
JMcb cuHKonanbHble coctosHms. Mpu CM 3KT bbina 3aperu-
CTpMpoBaHa NoNMMOpdHas Keny[0uKoBas 3KCTPacuCToNNS
(306 3C/cyT), napHas H3C v xenyaoukoBas annopuTMus
no Tuny 6ureMmHmm, 3apeructpuposato 11 3nu3040B HeycTol-
ynsoit nonmumopdHon XT co cpepteir YCC 170-179 ya/MuH
(puc. 3). B nepvop, boapcTBOBaHMA M CHA 3aperncTpMpoBaHoO
69 3nu3040B NaTONOrMYECKOr0 YaaMHeHUs uHTepBana QTc
(500 Mc 1 bonee) obLueit NpoaoKUTENbHOCTEID 11 4 10 MUH:

Tom 3,N? 3, 2023
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38 anu3op08 B nepuog 6oapcTeoBakusa 1 31 anusop, B nepu-
0[}, HOYHOrO cHa. [MaumeHTKe HasHaueH beta-agpeHobnokaTop
nponpaHonon 40 Mr no %2 Tab. 3 p/AeHb, 0AHAKO 3KCTPaCKCTo-
Jbl W 3NM304bI HeYCTON4MBOM NosuMopdHoi YT coxpaHsanmce.
lNpeaBaputenbHbi anarHo3 npexoaswero LATS naumeHTke
ObiN yCTAHOBNEH Ha OCHOBaHMM KITMHMYECKUX AaHHbIX (BCC
ee 8-neTHero cbiHa, CMHKONANbHbIE COCTOSHUA B aHaMHe3e),
yomHenuss QTc npy MaHyanbHoW oueHKe anmsogoB CM KT
Ao 600 Mc 1 yacTble 3NM30Mbl HEYCTOWUMBOW NONMMMOPQHOM
HT. Ouenka BepositHoctu LQTS no wkane LBapua cocrasu-
na 5,0 6annos. MauueHtke 6bin MnnanTpoBaH UK[ n3-3a
BbICOKOW BEPOSITHOCTU PELMAMBUPYIOLLMX apUTMUIA C Le-
nblo nepauyHoii npodunaktukn BCC. Bo BpeMs perynspHbix

Puc. 1. 3nexktpokpaaunorpamma B 12 otBefeHmsx npobaHaa 13m

Fig. 1. Proband’s ECG-12 13m

Puc. 2. CytouHoe MoHuTopupoBaHue IKI npobaHaa 13M. Oteeaenus V5, Il u aVF. ®parmenTsl 3KT ¢ annsogamm yanuHenus QTc po 580 mc

1 HEeYCTOMYMBBLIM MApPOKCU3MOM ABYHanpasnieHHon KT

Fig. 2. 24-hour holter monitoring of proband ECG13m. Leads V5, Il and aVF. ECG fragments with episodes of QTc prolongation up to 580 ms

and nonsustained paroxysm of bidirectional VT

00l https://doiorg/10.17816/cardar568180
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KOHTPOJIbHBIX MOCELLEHMI b0 3aUKCMpOBaHO MOTMBMPO-
BaHHoe cpabatbiBaHue UKL B nepuog 6oapcTBOBaHMS.

Mpy reHeTMUECKOM TECTUPOBAHMU Y MaTepn 0bHapyKeHa
Ta e MyTauma c.11814C > A (p.Ser3938Arg, rs794728704)
B reTepo3uroTHOM cocTosiHuM B reHe RYRZ2, uto n y cbiHa.
[lnarHo3 6bin U3MEHEH C Y4ETOM [aHHbIX FeHOTUNUPOBaHMS
u yctaHosneHa KIMKT ¢ TpaH3UTOPHBLIM YAJIMHEHWNEM WHTEP-
Bana QT, cuHKonanbHbIMK cocToAHMAMK, uMnanTauua UK.

Y 28-netHero npobaHpa (ko 763c¢) ¢ peLmanBUpYIOLLMMA
CMHKONasbHbIMKU cocTosHMAMK Ha JKI-12 peructpupoBanm
BbIPaXKeHHYIo cuHycoByto bpagukapamio ¢ YCC 45-50 ya/mun
u yanmHenue uutepeana QT go 500 mc. Mpu CM 3KT peru-
cTpupoBanu yactyio 3C (MHpekc akcTpacucTonum 4,6 %).
B Bo3pacte 28 net naumeHTKe 6bin uMnnantTuposaH 3KC.
Ha doHe uMnnaHTMpyeMoro KapamocTUMynsTopa nauu-
eHTKe OblN Ha3HayeH nponpaHonon B po3e 40 Mr 3 p/cyr.
Yepes 8 neT y naumeHTKM pa3suncs MHOEKLMOHHBIA 3HA0-
KapauT (M13), accoummpoBaHHbIi C 371EKTPOAAMM 3NEKTpO-
Kapanoctumynsatopa (3KC), Tpomb B npaBoM mpeacepauu.
TeueHue 3aboneBaHMs OCNOXHWIOCH Pa3BUTUEM TPOMOO3IM-
6onuu neroyHoi apTepun. Bnocneacteum 6biaM BBINOHEHBI
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ynanenue cuctemsl IKC, 3D-mMopenvpoBaHHas TpoMbaHAaap-
TEP3IKTOMMSA U3 JIEr0YHbIX apTepUi.

B pesynbrate reHeTMYecKoro aHanMsa y nauMeHT-
Kn obHapyxeH naTtoreHHbli BapuaHT V Knacca c.463G > A
(p.Gly155Arg) B reteposurotHoM cocTosiHuu B reHe RYR2,
u amarHo3 6bin nameHeH Ha KIMKT. HecMoTtpsa Ha Mepguka-
MEHTO3HOE NieyeHne (nponpaHonon B gose 160 Mr), y na-
LIMEHTKM perucTpupoBany YacTole H3C v anu3oapl HeycTow-
unBoii nonumopdHoii HKT. Mpu nposeseHun 33OU ¢ bbin
cnpoBouupoBaH napokcusm nonumopdHon HT. lpuHsaTo
peluenue umnnantposatb UK/,

Y naumenTa (Kop 642c) 3aboneBaHne MaHUdeCTMpoBano
B Bo3pacte 15 neT pasBUTMEM OCTAHOBKM CepAeyHO-COCYau-
CTON pesTeNibHoCTU Ha doHe nosmmopdHoi T/OXK (puc. 4),
NpoBeAEeHbI YCMELLHbIE PeaHUMaLMOHHbIE MEPONPUATUS U UM-
nnaHtMpoBaH MK c uenbio BTopuyHoin npodmnaktuku BCC.
Ha cepumn 3KI, npenLwecTByoLLMX apuUTMUYECKOMY COBbITHIO,
3aperucTpupoBaHo yanuHeHnue uHtepsana QT po 500 mc.
Mpu reHoTMNMpoBaHWUM Bbina BbisBNEHA NaToOreHHas MyTa-
uns c.14876G > A (p.Arg4959GlIn, rs794728811) B reHe RYRZ.
C y4yeToM pesynbTaTtoB reHOTUNMPOBaHUA Obin yCTaHOBMEH

Puc. 3. CytouHoe mMonuToprpoBaHue 3KI matepu npobaHaa 13m. OtBepenms V5, Il u aVF. ®parmentsl KT ¢ nonmmopdHoii H3IC u He-

YCTOMUMBbLIM napoKcuaMoM HT

Fig. 3. 24-hour holter monitoring of proband’s mother 13m. Leads V5, Il and aVF. ECG fragments with polymorphic VPBs and nonsustained

VT paroxysm
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pvarto3 KIMKT. Y matepu npobaHpa 6bina obHapykeHa Ta-
Kas e MyTaums, KIMHWYEeCKWe MPOsBNIEHUs XapaKTepu30Ba-
JMCb MPECUHKOMaNbHBIMUA COCTOSHUAMM W cepALebreHusamMu.
Mpu CM 3KI peructpmpoBanu 3nn304bl HEYCTOMYMBOW Jeny-
LO0YKOBOW TaxuKapamu. HasHaueHo MeMKaMeHTO3Hoe Nieve-
Hue — nponpaHosnon B fo3e 40 Mr B 2-3 npuema.

3nu30fbl CYNpaBeHTPUKYNAPHOW TaxuKapamu bbiam 3a-
perucTpupoBaHbl y 2 naumeHToB (25 %) (765¢ n 766c¢). Y na-
LMeHTa 765¢ BbisiBNeHa napokcuamanbHas gopma @I u TT,
no noBoAy 4ero 6binu BbinonHeHsl IIOU, kpuoabnaums
ycTbeB NieroyHbix BeH (Y/IB) u papmouactoTHas abnaums
(PYA) kaBa-TpukycnuaaneHoro uctmyca (KTW). Y naumenta
766¢C bbina BbisSBNeHa MapOKCU3ManbHas aTPUOBEHTPUKY-
NspHas y3noBas peLunpoKHas Taxukapaus (ABYPT), no no-
BoAy KoTopoi Obina BbinonHeHa 330U u PYA MemneHHbIX
nyTeit AB-coeauHeHus. B pesynbrate reHOTMNMPOBaHMS
naumMeHTOB YcTaHoBNeHbl BapuaHThl Il knacca ¢ HensBsecT-
HOM KIIMHUYECKOM 3Ha4YMMOCTbIO B reHe RYRZ: ¢.12944G > A

it
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(p.Gly43156lu, rs766109950) n c.3256C > T (p.Arg1086Ter,
rs371303783) cooTBETCTBEHHO.

Y naumeHTkm 815¢, MMetoLLE HOBbIV BapHUaHT C Bepo-
ATHBIM naToreHHbIM 3ddexToM ¢.5566 > T (p.Val186Leu,
rs201211033) B reHe RYRZ, B xopae npoBeaerns IIOU ¢ uzo-
NPOTEPEHOJIOM He YAanoch CNpOBOLMPOBATh XeNyL04YKOBbIX
HapyLUEeHWIA pUTMa.

Mpn HanUuMM apUTMMYECKMX COOLITMIA M/MNK 3aperu-
CTPMPOBAHHBIX 3MWU30J0B YCTOMYMBOMA NOMMMOPGHON W/
AByHanpaeneHHoi YT Ha GoHe MeayKaMeHTO3HOI Tepanuu,
C Uenblo BTOpUYHOI npodmnaktukn BCC, bbin uMnnaHT-
poeaH UK. ATP-Tepanus (Ramp) n MOTMBMpOBaHHbIE Cpa-
batbiBahna UK Habnoganuck y 2 naumenToB (25 %): 642c
1 Matepm npobanga 13M. Ha puc. 5—7 npeacrasneH anu3og,
ycToiumBon XT, nocne AeTeKuMM KOTopoW ABawAabl bbina
uHMUMMpoBaHa ATP-Tepanusa no anroputMy Ramp, Ha ee
(oHe ObiNO 3aperncTpuMpoBaHo YCMeLHoe BOCCTaHOBJIEHME
CMHYCOBOr0 pUTMa.

‘M\ M /.“ w I \
o 7_/\_/\/{/\! JJ, v \ \\//\A//‘f \\ ,\,/w \W/ N /
I |

M‘/‘ ~\/
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Saved Strip | 13:46:26

T e T

Puc. 4. 3KI naumenTa 642c. ®parmenT IKI ¢ napokcmaMoM KpynHoBosiHoBon O
Fig. 4. ECG of patient 642c. ECG fragment with paroxysm of ventricular fibrillation

Puc. 5. Tpenp VK[l mMatepu npobaHpa 13M, npeacrasnsiowumii anusog yeroitumson KT ¢ ATP-Tepanueit
Fig. 5. The trend of ICD of proband’s 13m mother representing episodes of sustained VT with ATP therapy
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Puc. 6. ®parMeHT 3HaorpaMMbl MaTepu npobaHaa 13M, Ha KoTopoii npeacTaeneH anu3og yetonumsoi XT ¢ 1-i nonbiTkoi ATP-Tepanuu
Ramp (6e3ycneLuHon)

Fig. 6. Endogram fragment of proband’s 13m mother representing the episode of sustained VT with the 1% attempt of Ramp ATP therapy
(inefficient)

Puc. 7. ®parmeHT 3Hg0rpaMmbl MaTepu npobaHaa 13M, Ha KoTopoi npeacTaBnieH anu3o4 yctoumsoii KT ¢ 2-i nonbitkon ATP-Tepanuu
Ramp (ycneLuHow) U BOCCTaHOBAEHUEM CUHYCOBOIO pUTMa

Fig. 7. Endogram fragment of proband’s 13m mother representing the episode of sustained VT with the 2" attempt of Ramp ATP therapy
(efficient) and restoration of sinus rhythm
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OBCYXOEHWUE

B onwcaHHol cepuu KMHUYeCKMUX HabmoaeHUI Mbl Npu-
BOAMM KITMHUYECKYI0 U TEHETUYECKYI0 XapaKTepucTuKy 8 na-
umenToB ¢ KIMKT ¢ MyTaumamu RYRZ. ®eHoTvnbl npobaHaoB
¢ KMKT umenun obline KIMHUYECKME NPOSABNEHUSA: CUMHKO-
nanbHble 3NnU304bl 06bI4HO 6biNK BbI3BaHbI HU3NYECKON Ha-
rPy3Kon unm sMoumsmm, y 1 naumeHTa (642c) 3abonesanme
MaHM(eCcTMpOBao 0CTAHOBKOM CEpAEYHO-COCYANCTON aes-
TeNnbHoCTM BeneacTene passutus OX B Bospacte 15 fer.
MegawaHa Bo3pacTa nossnenust cumMntoMoB KIMKT y Habnto-
AaeMbix npobaHpos (32 [28; 41] rona) conoctaBiUMa c paHee
3aperucTpupoBaHHbIMK MpobaHaMM C MyTauMAMU B reHe
RYRZ [18, 19]. OaHaKo y HeKoTOpbIX NpobaHA0B C MyTaumaMM
B reHe RYRZ moxeT Habntogatbca ropasgo bonee nosgHuii
Bo3pact Hayana KIMKT. B HaweMm nccneaoBaluy 3 naupeHTa
(37,5 %) He umenmn cumnToMoB Ao 40 neT. Y HabnopaeMbIx
MauMeHTOB 0TMeYasuCh pasfinyHble HapyLUEHWUs pUTMa, Xa-
pakTepHble ana KIMKT. Tak, y 50 % naumeHTOB UcxoaHas
3Kl B cocTosHMM MOKOS MPOAEMOHCTPUPOBaNa NpPexoAsLLe
yomMHeHHbI uHTepBan ATc po 500 mc, y bonbluMHCTBA Ha-
bntoganacb cuHycoBas bpagmkapama [20], kak coobuianocb
paHee B HEreHOTUNUPOBaHHbIX nonynauusx [21, 22].

Tot dakr, uto y naumenToB ¢ KIMKT ¢ MyTaumen B reHe
RYR2 nabntopaetcs 3HauuTeslbHas OpafMKapaus, MoxeT
MoMoYb B NPOBEAEHWUM MONEKYNAPHOW AWMArHOCTUKM Y (Mo-
NoAbIX) NauneHToB 6e3 CTPYKTYpHbIX 3aboneBaHuii cepaua,
MPOSIBAILIMXCSA CUHKOMANbHBIMU SIBNEHUAMU U 3aMedJ1eH-
HbIM CEpAEYHbIM PUTMOM, HO C HopManbHbiM QTc Ha 3KI
B cocTosHUM nokos. TaK, uccnepoBaHue 29 HereHoTUNM-
POBaHHbIX AMOHCKWX NauMeHToB ogHoro Bo3pacTa ¢ KIMKT
TaKKe NPOAEMOHCTPUPOBAIO CUHYCOBYLO bpaamnkapauio [22].
Bo3MoxHOM npuunHoi 3Toro saBnsetca Hanuume RYR2-
KaHanos B GyHKUMoHansHoM CP knetok CY, KoTopble cnyxar
OCHOBHbIM NelicMelikepoM cepaua [23]. Kpome Toro, Belle-
CTBa, KoTopble HapywatT dyHKumio CP, Takve Kak puaHoauH
M LMKIIONWMa30HOBas KUCNOTa, 00M1afaloT oTpuuaTesbHbIM
XPOHOTPOMHLIM 3 deKToM [23].

TakuM obpasoM, bpaaukapams, HabnogaeMas y HocuTe-
nei mytaumin B reHe RYRZ, MoXeT BbITb NPAMbIM CNeACTBM-
eM HapyleHus perynaumm Ca’* B ux yanosbix KneTkax CY.
OpHaKo 310 ABNEHWe MOXKET NPeACcTaBNATb COBOM MexaHN3M
obpaTHOM CBAI3M CO CTOPOHbI BNTy}KAaloLLIero HepBa; HU3Kas
CpefHAs YacToTa CepAeYHbIX COKPALLEHU CHUMaeT Bepo-
ATHOCTb [JOCTUMXEHWUS! KPUTMYECKOrO NOpora, NMpu KOTOpOM
uHayumpyetca KIMTHKT.

B HaweM uccnenobatnm y 50 % naumentos ¢ KIMHKT 6bino
3aperucTpupoBaHo yaauHenue uHtepana QT. Mpeabloywme
UccneaoBaHus NPOAEMOHCTPUPOBANK, YTO 3HAYMTENIbHOE
uncno cnyyaes KIMHKT 6bino ownbouHo AmarHocTMpoBaHo
Kak LQTS. MpumepHo 30 % naumentoB ¢ KMKT bbinm owm-
bouHo amarHocTupoBaHbl Kak LATS npu Hanuuum npexops-
LLLero yMepeHHoro yAauHeHus uHtepeana Q7 B 3Tux cnyyasx,
cocTaenstowwero bonee 460 mc [9]. D.J. Tester et al. nokasa-
1, yt0 nouTH 6 % m3 269 naumentos ¢ LATS c oTcyTcTBMEM
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MyTaLWi B FeHax, acCOLMMpOBAHHBIX C 3TOM MaToNOruen,
UMenn MyTaumu B reHe RYRZ, accoummpoBaHHOM npexae
Bcero ¢ KIMKT [3]. A. Medeiros-Domingo et al. nokasanu,
4YTO NMOYTU TPETb NALMEHTOB C GEHOTUMOM «aTUMUYHOT0/BO3-
MOXHOro» LQTS 1 cuMHKONanbHbIMK COCTOSHMAMM NpU GU-
3uyeckoi Harpy3ke u QT ¢ 480 Mc uMenu MIUCCEHC-MyTaUMIO
B reHe RYRZ, uto yKasbiBaeT Ha HeobxoanMocTb audpepeH-
LmanbHoi amarHoctukm mMexxay LQTS u KIMKT [10]. B anow-
cKoM uccnepoanum J. Ozawa et al. [9]y 9 u3 104 naumeHToB
C NepBoHayanbHbIM AnarHo3oM LATS 6binu 0bHapyKeHbl My-
Tauum B reHe RYR2. OHu bbinn HenpaBUbHO ANMArHOCTUPOBa-
Hbl M0 4 pasnMuYHbBIM NPUYUHAM:

1) TpaH3uTOpHOE yanMHeHWe uHTepeana QTc nocne cep-
[e4YHO-NIEro4HOM peaHuMaLmy;

2) yanuHeHe uHtepBana QTc nocne Tecta ¢ anUHedpUHOM;

3) Npu OTCYTCTBUW XKENYLOYKOBLIX apUTMUA NpU TecTe
C M3MYECKOII Harpy3KoK;

4) npepnonoxenus Hanuuma LATS 6e3 foKasaTenbcTs.
CeszaHHble ¢ KIMKT xenynoykoBble aputMumM MoryT BbiTh
BOCMpOM3BeEHbI BO BpeMs TecTa ¢ GU3NYECKOW HarpysKoii
UM MHGY3uM 3onpoTepeHona. VHayKums AByHanpaBneHHoV
T yctaHaBnuBaet auarHo3 KITKT Ha doHe «norpaHuyHoro
uHTepBana» uHTepeana Q7c. OgHaKo OTHOCUTENbHO HeboNb-
LLIOr0 YMCNa NaUMeHTOB ¢ MyTaumamMu B reHe RYRZ cooblwua-
NOCb, YTO OHU AeMOHCTpUpYloT deHotun LATS unu nepexpsl-
BatoLwmiica gpeHotun tuna LATS u KIMKT [24].

OnucaHHble KNIMHWYECKWE ClydaM B Hallel rpynne na-
uveHToB ¢ KIMKT otobpaxanu anusoabl HeyCTOW4MBOM NO-
numopdHon XT, He CBA3aHHOM C QU3MYECKON Harpy3Koil
Ha doHe bpaauKapamm, ¢ 3INKU304aMM TPAH3UTOPHOTO YAN-
HeHue uHTepBana QTc. Y 8-neTHero npobaHaa Ha GoHe nosm-
MopcHoi T, koTopas TpaHchopMmupoBanack B O, Hacty-
nuna BCC. Matepu npobaHpa (32 roaa) 6bin MnnaHTMpoBaH
WKL ona nepeuuHon npodunaktuku BCC. He npeacras-
NANOCb BO3MOXHBIM BbINOSHUT Harpy304HbIA TECT B 3TUX
cuTyaumsx. Bo BpeMsi KOHTponbHbIX BU3WTOB UHTepBan QTc
0CTaBaJCcs B AMana3oHe HOPMbl, 04HaKo bbino 3aduKcupo-
BaHO onpaBAaHHoe cpabatbiBaHue MK no nosomy HeycToi-
uuBoi nonmmMopdHoii HT. KpoMe Toro, B 3TOM Mcce0BaHNM
Mbl 06paLlaeM BHUMaHMe Ha To, 4To anu3oabl KIMKT He 6binu
CBSAi3aHbl C (M3NYECKON Harpy3KOi U MOSBASSIUCH B COCTOS-
HWUW MOKOSA UMW CTPECCOBOM CUTYaLW.

He cywiecTByeT MeXayHapOLHbIX AMArHOCTUHECKUX KpU-
Tepues, nossonsowmx otanumts KMKT ot LATS, u TpyaHo
OKOHYaTeNIbHO AMArHOCTMPOBaTb MaLMEHTOB, Y KOTOPbIX eCTb
KaK yanuHeHue uHTepsana QT, Tak u nonumopdHas T. Bos-
MOXHO CyLLLECTBOBaHWe Aaxe KOMOMHUPOBaHHBIX KaHanona-
THiA ¢ peHoTunoM Kak KITKT, Tak u LQT. N. Makita et al. [25]
coobLmnu, 4To B 2 M3 5 cnyyaes ¢ MyTaLMAMM B FreHe Kalb-
MOJY/IMHA TaKXKe Habnpanucs NepekpbIBaoLLMECs NpU3Ha-
ku KITHKT u LQTS. HeobxoauMebl aanbHenwume uccnefoBaHus
ON51 BbISICHEHUS MPUYKH YAIMHeHWs uHTepBana QT y nauueH-
TOB C MyTaUMsIMU B reHax, accoLmmpoBaHHbIx ¢ KITKT.

CynpaBeHTPUKYNsAPHbIE HApYLLEHUS PUTMa, TaKWe KaK pe-
LMNPOKHAs peunamBupyloLias Taxukapaus, dubpunnaums
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npeacepani, 3aperucTpupoBaHbl y 2 nauneHToB (25 %)
1 CMEHSUCh JKeNyA0YKOBbIMM HapylueHuamu putMa. Ceoe-
BPEMEHHOE aKTMBHOE BbISBIEHWE Y [AaHHOM KaTeropuu na-
LIMEHTOB CYNPaBEHTPUKYNAPHBIX HApYLUEHMIA pUTMa SBNseTCA
LOMOJHUTENBHBIM PECYPCOM MOBBILLEHNS CTPECCOYCTONYMBO-
CTV MUOKapL,a XeNyL04KOB U CHUXEHUA PUCKA Pa3BUTUSA Xe-
NY[,04KOBBIX aPUTMUIA.

JleyeHue beTa-agpeHobriokaTopaMu B Hallei rpynne na-
LIMEHTOB B LIeNOM UMes1o 61aronpusTHLIN MCXOL, MOCKOLKY Y 7
13 8 npobaHmoB He ObINO CMMNTOMOB NpU CPeAHEM nepuoae
Habnogenus 6 net. Y 1 npobaHaa, K CoXaneHuio, HacTynuna
BCC u3-3a HecobntopeHnsa BpadebHbIX TpeboBaHuiA nocne co-
OTBETCTBYHLLEN AWarHOCTUKM U Jieyerus. [lo3bl beTa-agpeHo-
bnokartopos npu KIMKT, HeobxoanMble ang Toro, 4tobbl y na-
LIMEHTOB He MOSBNSNIUCL CUMMTOMBI, BhILLE, YeM Te, KOTopble
MCNONb3YHTCA NPU CUHAPOME YA/ MHEHHOro UHTepBana AT [26].

YeToipeM (50 %) naumeHTaM, y KOTOPbIX CTPeCC-TECTbl
(330U c appeHanuHom/u3onpoTepeHonoM) uin 3anmcu CM
3KI" nokasblBanu nonMMopdHbIe XenyaouKkoBble TaxmapuT-
Muw, BbiM MNaHTUpoBaHbl K.

B pexomeHpauusx EBponeiickoro obLecTBa Kapanonoros
No BefEHUI0 NaLUMEHTOB C enyLo4YKOBbIMUA apUTMUAMK
W NpeLOTBPALLEHUI0 BHE3aNHOW CepLeYyHON CMepTy
(ESC-2022) pekoMeHaoBaHa umnnanTtauus MK B coueTaHum
c beTta-agpeHobnokatopamMu U (NeKaMHMAOM NaLMeHTaM
¢ KMXKT nocne npepBaHHoi ocTaHoBKM cepaua (Knacc |, ypo-
BeHb JoKa3atenbHocTu C). CnepyeT TakxKe paccMoTpuBaTh
BO3MOXHocTb umnnaHTaumm WK naunentam c KIDKT,
Y KOTOpbIX HabnopalTCs apuTMOreHHble 06MOpPOKW M/unu
LOKYMEHTaNIbHO MOATBEPXAEHHaA LByHanpaBneHHas/nonu-
MopodHas XT npu npueMe MakcMManbHO NepeHoCHMON 403kl
beTa-appeHobnokatopa U ¢nekanHmaa (knacc lla, ypoBeHb
poKasatensHocTu C) [27].
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3AKJTIOHEHUE

TakuM 06pa3oM, KIMHNYECKas U reHeTUYecKas xapakTe-
pucTuKa rpynnbl naumeHToB ¢ KIMTKT no3sonmna Ham oLeHnTb
K/IMHWYeCcKKe 0coBEHHOCTY, peaKLMIo Ha Tepanmio U reHoTUnN-
(eHoTUN Koppenauuio. TpaH3UTOpHOE YAJIMHEHUE UHTEpBaNa
QTc, BolpaeHHas cuHycoBas bpauKapams U CynpaBeHTpU-
KyNsipHas TaxMapuTMm1s, CMEHAOLLMECH XU3HEYrPOXKatoLL el
YKENYA0YKOBON TaxuapuTMMeNd, C BbICOKOW 4acToToW npej-
cTaBneHbl Y nauneHtoB ¢ KIMKT, yto Heobxogumo yunTbi-
BaTb NpK paHHel AMarHoCTUKe 1 Bblbope NpoduUNaKTUYeCcKUX
cTpaTerui.

Ol'paHW-IEHVIﬂ uccnepoBaHuAa

K orpaHu4eHusIM uccnesoBaHNsA 0THOCUTCS OTHOCUTESNTbHO
He0Oo/bLUIOE KOMMYECTBO MALMEHTOB, YTO 0DYCNOBNEHO HU3-
KOM BCTPEYaeMocTbio 3aboneBaHus.

A0NOSIHATESIbHAS UHDOPMALIUA

KoHnunKT MHTepecoB. ABTOPLI AEKIAPUPYIOT OTCYTCTBME
ABHBIX 1 MOTEHLMaNbHBIX KOHDMKTOB MHTEPECOB, CBA3AHHBIX
C NybnMKaLMen HaCTOALLIEN CTaTbMy.

WcTouHuk dmHaHcupoBaHua. AsTopbl 3asBnisiioT 06 OT-
CYTCTBMM BHELUHEro GMHaHCMPOBAHWSA MpW NPOBEAEHUN UC-
CnefoBaHus.

ADDITIONAL INFORMATION

Competing interests. The authors declare that they have
no competing interests.

Funding source. This study was not supported by any
external sources of funding.

polymorphic ventricular tachycardia // Circulation. 2001. Vol. 103,
No. 2. P. 196-200. DOI: 10.1161/01.cir.103.2.196

6. Blayney LM, Lai F.A. Ryanodine receptor-mediated arrhythmias
and sudden cardiac death // Pharmacol Ther. 2009. Vol. 123, No. 2.
P. 151-177. DOI: 10.1016/j.pharmthera.2009.03.006

7. LahatH., PrasE, Olender T, et al. A missense mutation in a highly
conserved region of CASQ2 is associated with autosomal recessive
catecholamine-induced polymorphic ventricular tachycardia in
Bedouin families from Israel // Am J Hum Genet. 2001. Vol. 49,
No. 6. P. 1378—1384. DOI: 10.1086/324565

8. Postma AV, Denjoy I, Hoorntie TM., et al. Absence of
calsequestrin 2 causes severe forms of catecholaminergic
polymorphic ventricular tachycardia // Circ Res. 2002. Vol. 91, No. 8.
P.e21-26.D0I: 10.1161/01.res.0000038886.18992.6b

9. 0zawa J, Ohno S., Fujii Y., et al. Differential diagnosis between
catecholaminergic polymorphic ventricular tachycardia and long QT

37


https://doi.org/10.1161/CIRCEP.111.962027
https://doi.org/10.1016/j.joa.2015.09.008
https://doi.org/10.1016/j.hrthm.2005.07.012
https://doi.org/10.1006/jmcc.2000
https://doi.org/10.1161/01.cir.103.2.196
https://doi.org/10.1016/j.pharmthera.2009.03.006
https://doi.org/10.1086/324565
https://doi.org/10.1161/01.res.0000038886.18992.6b

38

CLINICAL CASES

syndrome type 1 — modified Schwartz score // Circ J. 2018. Vol. 82,
No. 9. P. 2269-2276. DOI: 10.1253/circj.CJ-17-1032

10. Medeiros-Domingo A., Bhuiyan ZA., Tester D.J,, et al. The RYR2-
encoded ryanodine receptor/calcium release channel in patients
diagnosed previously with either catecholaminergic polymorphic
ventricular tachycardia or genotype negative, exercise-induced long
QT syndrome: a comprehensive open reading frame mutational
analysis // J Am Coll Cardiol. 2009. Vol. 5, No. 22. P. 2065-2074.
DOI: 10.1016/j.jacc.2009.08.022

11. Glukhov A\V., Kalyanasundaram A, Lou Q. et al. Calsequestrin
2 deletion causes sinoatrial node dysfunction and atrial arrhythmias
associated with altered sarcoplasmic reticulum calcium cycling
and degenerative fibrosis within the mouse atrial pacemaker
complex1 // Eur Heart J. 2015. Vol. 36, No. 11. P. 686—697.
DOI: 10.1093/eurheartj/eht452

12. Faggioni M., Hwang H.S., van der Werf C., et al. Accelerated
sinus rhythm prevents catecholaminergic polymorphic ventricular
tachycardia in mice and in patients // Circ Res. 2013. Vol. 112, No. 4.
P. 689—697. DOI: 10.1161/CIRCRESAHA.111.300076

13. Postma A.V., Denjoy I., Kamblock J., et al. Catecholaminergic
polymorphic ventricular tachycardia: RYR2 mutations, bradycardia,
and follow up of the patients // J Med Genet. 2005. Vol. 42, No. 11.
P. 863-870. DOI: 10.1136/jmg.2004.028993

14. van der Werf C., Nederend |., Hofman N., et al. Familial evaluation
in catecholaminergic polymorphic ventricular tachycardia: disease
penetrance and expression in cardiac ryanodine receptor mutation-
carrying relatives // Circ Arrhythm Electrophysiol. 2012. Vol. 5,
No. 4. P. 748-756. DOI: 10.1161/CIRCEP.112.970517

15. Sumitomo N., Sakurada H., Taniguchi K., et al. Association
of atrial arrhythmia and sinus node dysfunction in patients with
catecholaminergic polymorphic ventricular tachycardia // Circ J.
2007. Vol. 71, No. 10. P. 1606—1609. DOI: 10.1253/circj.71.1606

16. Lang R.M., Badano L.P., Mor-Avi V., et al. Recommendations
for cardiac chamber quantification by echocardiography in adults:
an update from the American Society of Echocardiography
and the European Association of Cardiovascular Imaging //
J Am Soc Echocardiogr. 2015. Vol. 28, No. 1. P. 1-39.el4.
DOI: 10.1016/j.ech0.2014.10.003

17. Richards S., Aziz N., Bale S., et al. Standards and guidelines
for the interpretation of sequence variants: a joint consensus
recommendation of the American College of Medical Genetics and

REFERENCES

1. Leenhardt A, Denjoy |, Guicheney P. Catecholaminergic
polymorphic ventricular tachycardia. Circ Arrhythm Electrophysiol.
2012;5(5):1044-1052. DOI: 10.1161/CIRCEP.111.962027

2. Sumitomo N. Current topics in catecholaminergic polymorphic
ventricular tachycardia. J Arrhythmia. 2016;32(5):344-351. DOI:
10.1016/}.joa.2015.09.008

3. Tester DJ, Kopplin LJ, Will ML, Ackerman MJ. Spectrum
and prevalence of cardiac ryanodine receptor (RyR2) mutations
in a cohort of unrelated patients referred explicitly for long QT

Vol. 3 (3) 2023

DOl https://doiorg/10.17816/cardar568180

Cardiac Arrhythmias

Genomics and the Assaciation for Molecular Pathology // Genet Med.
2015. Vol. 17, No. 5. P. 405-424. DOI: 10.1038/gim.2015.30

18. Priori S.G., Napolitano C., Memmi M., et al. Clinical and molecular
characterization of patients with catecholaminergic polymorphic
ventricular tachycardia // Circulation. 2002. Vol. 106, No. 1. P. 69-74.
DOI: 10.1161/01.cir.0000020013.73106.d8

19. Choi G., Kopplin L.J,, Tester D.J,, et al. Spectrum and frequency
of cardiac channel defects in swimming-triggered arrhythmia
syndromes // Circulation. 2004. Vol. 11, No. 15. P. 2119-2124.
DOI: 10.1161/01.CIR.0000144471.98080.CA

20. Rijnbeek P.R., Witsenburg M., Schrama E., et al. New normal
limits for the paediatric electrocardiogram // Eur Heart J. 2001.
Vol. 22, No. 8. P. 702-711. DOI: 10.1053/euh;.2000.2399

21. Leenhardt A, Lucet V., Denjoy I, et al. Catecholaminergic
polymorphic ventricular tachycardia in children. A 7-year follow-
up of 21 patients // Circulation. 1995. Vol. 91, No. 5. P. 1512-1519.
DOI: 10.1161/01.cir.91.5.1512

22. Sumitomo N., Harada K., Nagashima M., et al. Catecholaminergic
polymorphic ventricular tachycardia: electrocardiographic character-
istics and optimal therapeutic strategies to prevent sudden death //
Heart. 2003. Vol. 89, No. 1. P. 66—70. DOI: 10.1136/heart.89.1.66

23. Rigg L., Heath BM,, Cui Y., Terrar D.A. Localisation and functional
significance of ryanodine receptors during beta-adrenoceptor
stimulation in the guinea-pig sino-atrial node // Cardiovasc Res. 2000.
Vol. 48, No. 2. P. 254-264. DOI: 10.1016/s0008-6363(00)00153-x
24. Shigemizu D., Aiba T., Nakagawa H., et al. Exome analyses
of long QT syndrome reveal candidate pathogenic mutations in
calmodulin-interacting genes // PLoS One. 2015. Vol. 10, No. 7.
ID e0130329. DOI: 10.1371/journal.pone.0130329

25. Makita N., Yagihara N., Crotti L., et al. Novel calmodulin
mutations associated with congenital arrhythmia susceptibility //
Circ Cardiovasc Genet. 2014. Vol. 7. No. 4 P. 466-474.
DOI: 10.1161/CIRCGENETICS.113.000459

26. Ackerman M.J., Priori S.G., Dubin AM.,, et al. Beta-blocker therapy
for long QT syndrome and catecholaminergic polymorphic ventricular
tachycardia: Are all beta-blockers equivalent? // Heart Rhythm. 2017.
Vol. 14, No. 1. P. e41-es4. DOI: 10.1016/j.hrthm.2016.09.012

27. Zeppenfeld K., Tfelt-Hansen J., de Riva M., et al. 2022 ESC Guide-
lines for the management of patients with ventricular arrhythmias
and the prevention of sudden cardiac death // Eur Heart J. 2022.
Vol. 43, No. 40. P. 3997-4126. DOI: 10.1093/eurheartj/ehac262

syndrome genetic testing. Heart Rhythm. 2005;2(10):1099-10105.
DOI: 10.1016/j.hrthm.2005.07.012

4. Marks AR. Ryanodine receptors/calcium release channels
in heart failure and sudden cardiac death. J Mol Cell Cardiol.
2001;33(4):615—624. DOI: 10.1006/jmcc.2000

5. Priori SG, Napolitano C, Tiso N, et al. Mutations in the cardiac
ryanodine receptor gene (hRyR2) underlie catecholaminergic
polymorphic ventricular tachycardia. Circulation. 2001;103(2):
196-200. DOI: 10.1161/01.cir.103.2.196



https://doi.org/10.1161/CIRCEP.111.962027
https://doi.org/10.1016/j.joa.2015.09.008
https://doi.org/10.1016/j.hrthm.2005.07.012
https://doi.org/10.1006/jmcc.2000
https://doi.org/10.1161/01.cir.103.2.196
https://doi.org/10.1253/circj.CJ-17-1032
https://doi.org/10.1016/j.jacc.2009.08.022
https://doi.org/10.1093/eurheartj/eht452
https://doi.org/10.1161/CIRCRESAHA.111.300076
https://doi.org/10.1136/jmg.2004.028993
https://doi.org/10.1161/CIRCEP.112.970517
https://doi.org/10.1253/circj.71.1606
https://doi.org/10.1016/j.echo.2014.10.003
https://doi.org/10.1038/gim.2015.30
https://doi.org/10.1161/01.cir.0000020013.73106.d8
https://doi.org/10.1161/01.CIR.0000144471.98080.CA
https://doi.org/10.1053/euhj.2000.2399
https://doi.org/10.1161/01.cir.91.5.1512
https://doi.org/10.1136/heart.89.1.66
https://doi.org/10.1016/s0008-6363(00)00153-x
https://doi.org/10.1371/journal.pone.0130329
https://doi.org/10.1161/CIRCGENETICS.113.000459
https://doi.org/10.1016/j.hrthm.2016.09.012
https://doi.org/10.1093/eurheartj/ehac262

KIMHUHECKWE CITYHAM

6. Blayney LM, Lai FA. Ryanodine receptor-mediated arrhythmias
and sudden cardiac death. Pharmacol Ther. 2009;123(2):151-177.
DOI: 10.1016/.pharmthera.2009.03.006

7. LahatH, PrasE, Olender T, et al. A missense mutation in a highly
conserved region of CASQ2 is associated with autosomal recessive
catecholamine-induced polymorphic ventricular tachycardia
in Bedouin families from Israel. Am J Hum Genet. 2001;69(6):
1378-1384. DOI: 10.1086/324565

8. Postma AV, Denjoy I, Hoorntje TM, et al. Absence of
calsequestrin 2 causes severe forms of catecholaminergic
polymorphic ventricular tachycardia. Circ Res. 2002;91(8):e21-26.
DOI: 10.1161/01.res.0000038886.18992.6b

9. 0Ozawa J, Ohno S, Fujii Y, et al. Differential diagnosis between
catecholaminergic polymorphic ventricular tachycardia and long
QT syndrome type 1 — modified Schwartz score. Circ J. 2018;82(9):
2269-2276. DOI: 10.1253/circj.CJ-17-1032

10. Medeiros-Domingo A, Bhuiyan ZA, Tester DJ, et al. The RYR2-
encoded ryanodine receptor/calcium release channel in patients
diagnosed previously with either catecholaminergic polymor-
phic ventricular tachycardia or genotype negative, exercise-in-
duced long QT syndrome: a comprehensive open reading frame
mutational analysis. J Am Coll Cardiol. 2009;5(22):2065-2074.
DOI: 10.1016/}.jacc.2009.08.022

11. Glukhov AV, Kalyanasundaram A, Lou Q, et al. Calsequestrin
2 deletion causes sinoatrial node dysfunction and atrial arrhythmias
associated with altered sarcoplasmic reticulum calcium cycling and
degenerative fibrosis within the mouse atrial pacemaker complex1.
Eur Heart J. 2015;36(11):686—697. DOI: 10.1093/eurheartj/eht452
12. Faggioni M, Hwang HS, van der Werf C, et al. Accelerated
sinus rhythm prevents catecholaminergic polymorphic ventricular
tachycardia in mice and in patients. Circ Res. 2013;112(4):689-697.
DOI: 10.1161/CIRCRESAHA.111.300076

13. Postma AV, Denjoy |, Kamblock J, et al. Catecholaminergic
polymorphic ventricular tachycardia: RYR2 mutations, bradycardia,
and follow up of the patients. J Med Genet. 2005;42(11):863-870.
DOI: 10.1136/jmg.2004.028993

14. van der Werf C, Nederend |, Hofman N, et al. Familial evaluation
in catecholaminergic polymorphic ventricular tachycardia: disease
penetrance and expression in cardiac ryanodine receptor mutation-
carrying relatives. Circ Arrhythm Electrophysiol. 2012;5(4):748-756.
DOI: 10.1161/CIRCEP.112.970517

15. Sumitomo N, Sakurada H, Taniguchi K, et al. Association
of atrial arrhythmia and sinus node dysfunction in patients with
catecholaminergic polymorphic ventricular tachycardia. Circ J.
2007;71(10):1606-1609. DOI: 10.1253/circj.71.1606

16. Lang RM, Badano LP, Mor-Avi V, et al. Recommendations
for cardiac chamber quantification by echocardiography

Tom 3,N? 3, 2023

00l https://doiorg/10.17816/cardar568180

Cardiac Arrhythmias

in adults: an update from the American Society of
Echocardiography and the European Association of Cardiovascular
Imaging. J Am Soc Echocardiogr. 2015;28(1):1-39.e14.
DOI: 10.1016/j.echo.2014.10.003

17. Richards S, Aziz N, Bale S, et al. Standards and guidelines
for the interpretation of sequence variants: a joint consensus
recommendation of the American College of Medical Genetics and
Genomics and the Assaciation for Molecular Pathology. Genet Med.
2015;17(5):405-424. DOI: 10.1038/gim.2015.30

18. Priori SG, Napolitano C, Memmi M, et al. Clinical and
molecular characterization of patients with catecholaminergic
polymorphic ventricular tachycardia. Circulation. 2002;106(1):69-74.
DOI: 10.1161/01.cir.0000020013.73106.d8

19. Choi G, Kopplin LJ, Tester DJ, et al. Spectrum and
frequency of cardiac channel defects in swimming-triggered
arrhythmia syndromes. Circulation. 2004;11(15):2119-2124.
DOI: 10.1161/01.CIR.0000144471.98080.CA

20. Rijnbeek PR, Witsenburg M, Schrama E, et al. New normal
limits for the paediatric electrocardiogram. Eur Heart J. 2001;22(8):
702-711. DOI: 10.1053/euhj.2000.2399

21. Leenhardt A, Lucet V, Denjoy |, et al. Catecholaminergic
polymorphic ventricular tachycardia in children. A 7-year
follow-up of 21 patients. Circulation. 1995;91(5):1512-1519.
DOI: 10.1161/01.cir.91.5.1512

22. Sumitomo N, Harada K, Nagashima M, et al. Catecholaminergic
polymorphic  ventricular tachycardia: electrocardiographic
characteristics and optimal therapeutic strategies to prevent sudden
death. Heart. 2003;89(1):66—70. DOI: 10.1136/heart.89.1.66

23. Rigg L, Heath BM, Cui Y, Terrar DA. Localisation and functional
significance of ryanodine receptors during beta-adrenoceptor
stimulation in the guinea-pig sino-atrial node. Cardiovasc Res.
2000;48(2):254—264. DOI: 10.1016/s0008-6363(00)00153-x

24. Shigemizu D, Aiba T, Nakagawa H, et al. Exome analyses
of long QT syndrome reveal candidate pathogenic mutations in
calmodulin-interacting genes. PLoS One. 2015;10(7):e0130329.
DOI: 10.1371/journal.pone.0130329

25. Makita N, Yagihara N, Crotti L, et al. Novel calmodulin mutations
associated with congenital arrhythmia susceptibility. Circ Cardiovasc
Genet. 2014;7(4):466—474. DOI: 10.1161/CIRCGENETICS.113.000459
26. Ackerman MJ, Priori SG, Dubin AM, et al. Beta-blocker therapy
for long QT syndrome and catecholaminergic polymorphic ventricular
tachycardia: Are all beta-blockers equivalent? Heart Rhythm.
2017;14(1)-e41—e44. DOI: 10.1016/j.hrthm.2016.09.012

27. Zeppenfeld K, Tfelt-Hansen J, de Riva M, et al. 2022 ESC
Guidelines for the management of patients with ventricular
arrhythmias and the prevention of sudden cardiac death. Eur Heart J.
2022;43(40):3997-4126. DOI: 10.1093/eurheartj/ehac262

39


https://doi.org/10.1016/j.pharmthera.2009.03.006
https://doi.org/10.1086/324565
https://doi.org/10.1161/01.res.0000038886.18992.6b
https://doi.org/10.1253/circj.CJ-17-1032
https://doi.org/10.1016/j.jacc.2009.08.022
https://doi.org/10.1093/eurheartj/eht452
https://doi.org/10.1161/CIRCRESAHA.111.300076
https://doi.org/10.1136/jmg.2004.028993
https://doi.org/10.1161/CIRCEP.112.970517
https://doi.org/10.1253/circj.71.1606
https://doi.org/10.1016/j.echo.2014.10.003
https://doi.org/10.1038/gim.2015.30
https://doi.org/10.1161/01.cir.0000020013.73106.d8
https://doi.org/10.1161/01.CIR.0000144471.98080.CA
https://doi.org/10.1053/euhj.2000.2399
https://doi.org/10.1161/01.cir.91.5.1512
https://doi.org/10.1136/heart.89.1.66
https://doi.org/10.1016/s0008-6363(00)00153-x
https://doi.org/10.1371/journal.pone.0130329
https://doi.org/10.1161/CIRCGENETICS.113.000459
https://doi.org/10.1016/j.hrthm.2016.09.012
https://doi.org/10.1093/eurheartj/ehac262

40

CLINICAL CASES

0b ABTOPAX

*Hapexpa MuxaitnoBHa PuHeiickas, KaHa. Mea. HayK, Mnag-
LUMIA HaYYHbIA COTPYAHUK N1abopaTopum XpOHUYECKOW CEpAeYHOM
HepoctatouHocT Y «PHIL, ,Kapanonorus™s;

ORCID: 0000-0002-1986-1367; eLibrary SPIN: 2782-2270;

e-mail: nadya.rin@gmail.com

CseTtnaHa MuxainosHa KoMuccaposa, 4-p Mej. HayK, LOLEHT,
TNaBHbIA Hay4HbIA COTPYAHUK NabopaTopmm XPOHUYECKOW cepaey-
Hol HepoctatouHocTv TY «PHILL «Kapavonorus»;

ORCID: 0000-0001-9917-5932; eLibrary SPIN: 8023-5308;

e-mail: kom_svet@mail.ru

Hartanbs HukonaeBHa YakoBa, kaHz. 610N, HayK, BeAyLLMIA
HayYHbI COTPYAHUK N1abOPaTOPUM FEHETUKM KMBOTHBIX

[HY «MHcTUTyT reneTnkm n untonornn HAH Benapycuy;
ORCID: 0000-0003-4721-9109; eLibrary SPIN: 5682-1497;
e-mail: chaknat@mail.ru

CseTnaHa CepreeBHa Husa3oBa, MnaLUmMil HayYHbIN COTPYAHMK
nabopaTtopuu reHeTUKM HUBOTHBIX [HY «MHCTUTYT reHeTuKM 1 un-
Tonoruv HAH benapycu»; ORCID: 0000-0002-3566-7644;

eLibrary SPIN: 1093-1793; e-mail: kruglenko_sveta@tut.by

Jlapuca UocudosHa MnawmHcKas, KaHa. Mef. HayK, BefyLumit
HayYHbI COTPYAHVK NabopaTopum HapyLLEHWIA CepaeyHoro
putMa 'Y «PHIL «Kapamonorus»; ORCID: 0000-0001-8815-3543;
eLibrary SPIN: 2666-1270; e-mail: lario2001@mail.ru

BepoHuka YecnaBoBHa bapcykeBuy, kaHa. Mef. HayK, Bedy-
LLMIM HayYHbIA COTPYAHMK NabopaTopyu HapyLLEHWA CepAeyHoro
putMa 'Y «PHIL «Kapamonorus»; ORCID: 0000-0002-5180-7950;
eLibrary SPIN: 9413-7121; e-mail: barsukevich.v@gmail.com

Onbra BnapucnasosHa ognanoBa, KaHa. Mes. HayK, HayYHbI
COTPYAHWK N1abopaTopui HapyLEHWI CepAEYHOr0 pUTMa

I'Y «PHILL «Kapamonorus»; ORCID: 0000-0002-7162-3737;
eLibrary SPIN: 1617-8500; e-mail: olgapodpalova22@gmail.com

* ABTOp, 0TBETCTBEHHbI 3a nepenucky / Corresponding author

Vol. 3 (3) 2023

DOl https://doiorg/10.17816/cardar568180

Cardiac Arrhythmias

AUTHORS INFO

*Nadiia M. Rineiska, Cand. Sci. (Med.), junior researcher,
Laboratory of Chronic Heart Failure, State Institution Republican
Scientific and Practical Centre “Cardiology”;

ORCID: 0000-0002-1986-1367; eLibrary SPIN: 2782-2270;
e-mail: nadya.rin@gmail.com

Svetlana M. Komissarova, MD, Dr. Sci. (Med.), Associate
Professor, chief researcher, Laboratory of Chronic Heart Failure,
State Institution Republican Scientific and Practical Centre
“Cardiology”; ORCID: 0000-0001-9917-5932;

eLibrary SPIN: 8023-5308, e-mail: kom_svet@mail.ru

Natalya N. Chakova, Cand. Sci. (Biol.), PhD, leading researcher,
Laboratory of Animal Genetics, Institute of Genetics and Cytology
of Belarus National Academy of Sciences;

ORCID: 0000-0003-4721-9109; eLibrary SPIN: 5682-1497;
e-mail: chaknat@mail.ru

Svetlana N. Niyazova, junior researcher, Laboratory of Animal
Genetics, Institute of Genetics and Cytology of Belarus National
Academy of Sciences; ORCID: 0000-0002-3566-7644;

eLibrary SPIN: 1093-1793; e-mail: kruglenko_sveta@tut.by

Larisa I. Plashchinskaya, Cand. Sci. (Med.), leading researcher,
Laboratory of Cardiac Arrhythmias, State Institution Republican
Scientific and Practical Centre “Cardiology”;

ORCID: 0000-0001-8815-3543; eLibrary SPIN: 2666-1270;
e-mail: lario2001@mail.ru

Veronika Ch. Barsukevich, Cand. Sci. (Med.), leading researcher,
Laboratory of Cardiac Arrhythmias, State Institution Republican
Scientific and Practical Centre “Cardiology”;

ORCID: 0000-0002-5180-7950; eLibrary SPIN: 9413-7121;

e-mail: barsukevich.v@gmail.com

Olga V. Podpalova, Cand. Sci. (Med.), researcher, Laboratory

of Cardiac Arrhythmias, State Institution Republican Scientific

and Practical Centre “Cardiology”; ORCID: 0000-0002-7162-3737;
eLibrary SPIN: 1617-8500; e-mail: olgapodpalova22@gmail.com



https://orcid.org/0000-0002-1986-1367
https://www.elibrary.ru/author_profile.asp?spin=2782-2270
mailto:nadya.rin@gmail.com
https://orcid.org/0000-0001-9917-5932
https://www.elibrary.ru/author_profile.asp?spin=8023-5308
mailto:kom_svet@mail.ru
https://orcid.org/0000-0003-4721-9109
https://www.elibrary.ru/author_profile.asp?spin=5682-1497
mailto:chaknat@mail.ru
https://orcid.org/0000-0002-3566-7644
https://www.elibrary.ru/author_profile.asp?spin=1093-1793
mailto:kruglenko_sveta@tut.by
https://orcid.org/0000-0001-8815-3543
https://www.elibrary.ru/author_profile.asp?spin=2666-1270
mailto:lario2001@mail.ru
https://orcid.org/0000-0002-5180-7950
https://www.elibrary.ru/author_profile.asp?spin=9413-7121
mailto:barsukevich.v@gmail.com
https://orcid.org/0000-0002-7162-3737
https://www.elibrary.ru/author_profile.asp?spin=1617-8500
mailto:olgapodpalova22@gmail.com
https://orcid.org/0000-0002-1986-1367
https://www.elibrary.ru/author_profile.asp?spin=2782-2270
mailto:nadya.rin@gmail.com
https://orcid.org/0000-0001-9917-5932
https://www.elibrary.ru/author_profile.asp?spin=8023-5308
mailto:kom_svet@mail.ru
https://orcid.org/0000-0003-4721-9109
https://www.elibrary.ru/author_profile.asp?spin=5682-1497
mailto:chaknat@mail.ru
https://orcid.org/0000-0002-3566-7644
https://www.elibrary.ru/author_profile.asp?spin=1093-1793
mailto:kruglenko_sveta@tut.by
https://orcid.org/0000-0001-8815-3543
https://www.elibrary.ru/author_profile.asp?spin=2666-1270
mailto:lario2001@mail.ru
https://orcid.org/0000-0002-5180-7950
https://www.elibrary.ru/author_profile.asp?spin=9413-7121
mailto:barsukevich.v@gmail.com
https://orcid.org/0000-0002-7162-3737
https://www.elibrary.ru/author_profile.asp?spin=1617-8500
mailto:olgapodpalova22@gmail.com

OB30PH Tom 3,N2 3, 2023 Cardiac Arrhythmias i

DOI: https://doi.org/10.17816/cardar567837

0630pHas cTaTba

EBponeickue peKoMeHAALMUKU NO SIeYEHUIO NALMEHTOB
C XXeNnyA04KoBbIMM apUTMUAMMU U NpoPUNAKTUKE
BHe3anHou cepae4yHon cMeptu 2022 ropa:
KapauoMuonaTtum. Yro HoBoro?

T.H. HoBukoga, ®.W. butakosa, B.C. UrHatbesa, B.W. Hosukos, C.A. CaitraHos, B.A. LlepbakoBa

CeBepo-3anapHblii rocyAapCcTBeHHbI MeAULMHCKUIA yHuBepcuTeT UM. U.U. MeunmnkoBa, CankT-leTepbypr, Poccus

AHHoTauums

B o630pe npencraeneHa MHQOpPMaLUMs 0 HOBbIX MOKa3aHMAX, KOTOPbIMM CriefyeT PYKOBOACTBOBATLCA MpU AWArHOCTUKE
W NEYEHWM KeNyJ04KOBbIX HapYLLEHUI PUTMa Y MALMEHTOB C KapAuoMuonaTusMu. [laH aHanus coBpeMeHHbIX onpeseneHuii
U KnaccudmKaumi kapavommonatuin. NoapobHO paccMoTpeHbl BONPOCH! XeJyA04KOBbIX HapYLIEHWA pUTMa Npu pasHbIX de-
HOTMNaX KapAMOMMONATUIA, CTPaTUGMKALMM PUCKA BHE3AMHON CEPLEYHOI CMEPTU M ee NPO(UIAKTUKM.
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B HOBbIX €BPONECKUX PEKOMEHAALMSAX N0 JIeYeHUHo na-
LMEHTOB C XEeNyL0YKOBLIMA HapyLUEHUAMW puTMa 6osbLLUOi
pa3fen NocBsLLeH KapanommonatuaM. OOHUM U3 KIloYeBbIX
K/IMHWYECKUX CUMMTOMOB 3TUX OTHOCUTENbHO pefKux 3abo-
NeBaHMI MOryT BbITb HapyLueHns putMa cepaua. Knaccuue-
CKWM OC/OXKHEHWEM DOMBLUMHCTBA KapAYoMUONaTUin ABNSET-
CA BHe3anHas cepaeyHas cMepTb (BCC).

Paccmotpum kapamommonatun (KMI) B Toid nocnenosa-
TeNbHOCTW, B KOTOPO/ OHW MpefcTaBfieHbl B €BPOMENCKUX
PeKOMEHJALMSX.

llunataumoHHas KapauoMuonartua

[vnataumoHHaa kapamomuonatua (OKMIN) xapakTtepu-
3yeTca Aunataumein U CUCTONMYECKON AMCOYHKUMEN NeBo-
ro xenyaoduka (JIK) unn oboux enyaouKoB, He CBA3AHHOM
€ vweMmnyeckon bonesHbto cepaua (MBC) unu aHoManbHbIMU
reMoMHaMUYECKUMM Harpy3kamu (apTepuanbHas runep-
TEH3Ws, KnanaHHble nopoku) [1, 2]. BHesanHas cepaeyHas
cMmepTb uMeeT MecTo Y 12 % naumentos ¢ [IKMI u cocTasnset
25-35 % B 06Lwei cTpyKType npuumnH cMepTu npu JKMIT [3-5].

Yacrota BctpevaeMoctvt [IKMI, no gaHHbIM nuTeparty-
pbl, cocTaBnset 1 cnyyain Ha 2500-2700 yenosek B nonyns-
umm [6, 7]. OgHaKO UCTMHHAA YacToTa BCTPEYaeMoCTH, CKopee
BCEro, BblLLE.

MpuumHbl nosienenns y naumenta JKMI MoryT BbiTh
FeHEeTUHECKUMM, NPUOBPETEHHBIMU U CMELIaHHbIMU, KOrAa
reHeTMYecKas NpeapacnosioKeHHOCTb peannyeTcs Ha doHe
BHELUHWX PaKTOpOB, HaNpUMep, TaKWX KaK Npej- 1 nocsepo-
L0BbIi NepuoA, 3noynotpebneHne anKoroneM, XumuoTepa-
nusa u apyrue [8]. MaToreHHble MyTauuu BbISBASAIOT Y 25-55 %
6onbHbIx AKMI1, npecbnagaet ayToCOMHO-AOMUHAHTHBINA TUM
HacneposaHus [2]. Yalwle opyrux obHapyMMBaKT MyTauuu
B reHax TutuHa (TTN) (31 %), namuHoB (LMNA) (14,3 %) [9].
MyTauun B TaKkux reHax, kak LMNA, PLN (reH, KoampyoLmi
benok docponamban), RBM20 (reH, Koaupytowwmii TpaHc-
KPUNUMOHHBINA aKTop cnnavicunra) u FLNC (reH, Koampyto-
wmii dpunammu C) cBA3aHbI C BLICOKUM PUCKOM Xey[04Ko-
BbIX aputMmii (A) u BCC [10-14]. Hocutenn LecMoCOMHbIX
n LMNA BapuaHTOB MyTauMil UMeIOT BbICOKYt0 YacToTy A
n BCC, KoTopas He 3aBUCUT OT BeIMUMHBI PpaKumm Boibpoca
(®B) JTH [14]. BbisBNEHKWe NaTOreHHbIX MyTaLmii UTpaeT Ba-
Hyt0 ponb B cTpaTudmKaumm pucka BCC.

®eHoTUN, 0COBEHHO NMPU FEHETUYECKM JeTEPMUHUPOBAH-
HOM 3abosieBaHMM, Ha MOMEHT MaHubecTaummn 3aboneBaHus
MOXET He COOTBETCTBOBATb CTaHAAPTHbIM KpUTEpUSM 3a-
boneBaHMsA U MeHATLCA CO BpEMeHeM. Tak, Ha paHHWX CTa-
Avsx 3ab0neBaHus Y nauMeHTa MOXET UMETb MEeCTO b
cHxeHne OB 6e3 aunataumm kamep cepaua. B 3Toit cesisu
bbina npeanoxeHa Hoeas Kateropua JKMI — runokunetu-
YecKas HegunaTtaumoHHas Kapamommonatus (THAKMIT) [8].
FHAKMN onpepensetcs Kak 3aboneBaHue, XapaKTepusyro-
LLieecs NeBOXENYA04YKOBOM UM BUBEHTPUKYNAPHOM r1obanb-
Hol cucTonmnyeckon ancdyHkumein (OB JIHK < 45 %) 6es ou-
natauuu, Npu 3TOM CUCTONMYECKas OAUCPYHKUMA He CBA3aHa
C aHOMasbHBLIMM Harpy3Kamu Ha MUOKapL Uin 3aboneBaHueM
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KOpOHapHbIx apTepuid [8]. B eBponenckux peKoMeHaaLmsx
Mo BEeJEHUI0 MALMEHTOB, CTPAJAOLLMX KapAMOMUONATUSMM,
2023 ropa faHHOMY CMHAPOMY yaeneHo ocoboe BHUMaHMe.
MpeanoxeHo, Bo-NepBblX, 3aMeHUTb TEPMUH «TUMOKUHETUYE-
CKas HeAUNaTaLMOHHas KapAMOMMONATUA» Ha «HeaWnaTauu-
OHHas NeBOXeJyA0uKoBas KapauoMuonatus» (HIJTHKMI)
u, Bo-BTOpbIX, Bolgenute HIJTIXKKMIT B KauecTBe HoBoOro
camoctoATeNbHOro GeHoTMna Kapavomumonatuin [15]. Bee-
AeHHblii B 2023 rofly TEpPMUH «HeaWUNaTaLMOHHAsA IEBOXENY-
[04YKOBas KapamoMuonaTtus» oKasblBaetca boniee LWMPOKUM
noHstveM, yem THOKMI. HITHKKMI xapaktepusyetcs Ha-
JIYMEM HeuLLeMUYecKoro pybLieBaHWs UM X1poBOro nepe-
poxaeHus JTK He3aBUCUMO OT HaMYMS UAKM OTCYTCTBUA F10-
BanbHOro MK JIOKANBHOT0 HApYLIEHUS MOABUXHOCTYA CTEHOK
UNW N30/IMPOBAHHON FN00abHOM MMNOoKUHe3Nen cTeHok JTK
6e3 pybueBaHus. OueBMAHO, YTO XeENYA0UKOBbIE HAPYLLIEHUS
pUTMa XapaKTepHbl M 1A 3Toro 3aboneBaHus.

KoMnnekcHbin nogxon npu guarHoctuke JKMIT oueHb
BakeH. Ponb axokapamorpadum (3xoKI), ocobeHHo Ha paH-
HUX cTaguax 3abonesaHus, HeocrnopuMa. MarHuTHo-peso-
HaHcHas ToMmorpadus (MPT) cepaua ¢ KoHTpacTMpoBaHWeM
no3BosnisieT He TobKo onpegenuts OB JIXK, Ho u BbisBUTL
yyacTku ¢ubposa U No Ux NOKaM3aLmM YTOUYHWUTL 3TMONO-
rvio (MeMnyeckas — cyb3H0KapAManbHbIN, TpaHCMYpanb-
HbI MbpP03, N0 NIOKaNM3aLmMM COOTBETCTBYIOLMIA BaccenHy
KpOBOCHabKeHMs onpefeneHHON KOPOHapHOM apTepuu; He-
UweMuyecKas — aUddY3HbIA MHTEPCTULMANBHBIN MHTPaMY-
panbHbIM, cyb3anuKapavanbHblid prbpos nnbo cybaHaoKapan-
anbHbIiA, HO He COOTBETCTBYIOLLMIA DacceliHy KpoBOCHabKeHMs
onpeAeneHHol KopoHapHoii apTepun) [16, 17]. Kpome Toro,
AaHHble MPT Hapsagy ¢ reHeTUYeCKUMM AaHHBIMW MOTYT Cro-
cobcTBOBaTL CcTpaTUduKaumm pucka BCC [2]. Mo paHHbIM
MeTaaHanu3a 29 uccnefoBaHui, 06beAMHUBLLErO pesynbTa-
bl MPT 06cnepoBanuns 2948 ctpapatowmx AKMIT naumneHTos,
no3gHee KOHTPACTHOE YCUNeHMe curHana ragonuHueM (late
gadolinium enhancement — LGE) accouummpyetcs ¢ yBenu-
YEHUEM PUCKA apuUTMMYECKOW KoHeyHoW Touku (FKA u BCC),
Cepbe3HbIX CePAEYHO-COCYAUCTBIX COBBITMIA U CMEPTYU OT BCEX
npuuvH [18]. HepasHee wuccneposanue 1020 naumeHTtoB
¢ KM nokasano, uto Kak LGE, Tak u ®B JI} asnsatotca
MapKepamu puUCKa CMepTU OT BCeX MPUYMH W CepAeyHO-Co-
cyamcToi cMepTu, Ho Tonbko LGE cBsizaHo ¢ puckom BCC [19].
PekomeHAaLMM NoaYepKUBAKOT BaXHOCTb BbinonHeHus MPT
CepAlLa C KOHTpacTMPOBaHWEM MaLMEHTaM, CTpajalolwinM
OKMI/THOKMI.

Peructpauws anektpokapanorpamm (3Kl pekomengosa-
Ha He TOJIBKO MaUMEeHTaM, HO M MX POLCTBEHHUKAM MepBoiA
NMHWK popcTBa. Hanuume natonorum cUHYCOBOTO UM aTpuo-
BEHTPUKyNspHoro (AB) y3noB, 4alle BCero B co4eTaHWM
c 6nokanamu HoxeK nydka lmca, npy MaHudecTaumm 3abo-
NeBaHUsi B MOJSI0,0M BO3pacTe AOJIKHO Bbi3biBaTb NOA03pe-
Hue Ha LMNA-accouuvpoBatHyto IKMI ¢ HebnaronpuaTHbIM
nporHo3om [20].

PexoMeHpaLmm no reHeTMHECKOMY TECTUPOBaHUIO Npej-
cTaBneHbl B Tabmmue 1 [2].

43



b4

REVIEWS

PekomeHaaumm no 06cneaoBaHMIo NaLMEHTOB U UX poj-
CTBEHHWKOB NMPeACTaBeHbl B Tabnmue 2 [2].

B eBponenckux pekoMeHaaumsx 2022 rofa npueeseH an-
FOpUTM CTpaTMGUKALMM PUCKA U NEPBUYHON NPOPUIAKTUKH
BCC y naumenTos ¢ AKMIN/THAKMI (puc. 1) [2].

YuntbiBas Bbicokuin puck BCC, naumeHThl, cTpagatolume
OKMTI, HyxpalTca He TONMbKO BO BTOPUYHOW, HO U B Nep-
Bu4Hoi npodmnaktuke BCC. B eBponeinckux pekoMeHpa-
umsx 2022 ropa LaHbl YeTKMe yKa3aHus, KOMY MoKasaHa
nepBKUYHan 1 BTopuyHas npodunaktuka BCC. B cBasu ¢ TeM,
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4TO OCHOBHBIM KiMHWYeckuM npossneHueM OKMI/THOKMI
AB/SETCS XPOHMYECKas cepAedHas HegocTatouHocTb (XCH),
neyenme XCH, B co0TBETCTBUM C AEMCTBYIOLLMMM PEKOMEH[A-
umaMm, 06s3aTenbHO He MeHee YeM 3a 3 Mec. 0 MPUHATUS
pewwenus 06 umnnaHTaumum UKJ ¢ uenbio nepBuyHOi npo-
¢unaktukm BCC [2]. NoBTopHas oLeHKa cepeyHoii hYHKLMM
M KIMHMYECKOro CTaTyca nauueHTa mocne 3-MecsyHom on-
TUManbHoi MeauKaMeHTo3Ho! Tepanuu (OMT) Heobxoamma
nepes NepBUYHON NPOGUNAKTUYECKOH UMMNAHTaLMEN Kap-
pvoBepTepa-aedubpunnsatopa. OB JIXK Ha doHe OMT moxket

Tabnumua 1. PekoMeHpaumm Mo reHeTUHECKOMY TeCTUPOBAHMIO MPW AWNATaLMOHHOMN / TUMOKUHETUHECKON HeaWaTaLMOHHON KapAuoMMonaTii
Table 1. Recommendations for genetic testing for dilated/hypokinetic nondilated cardiomyopathy

Pekomenpauus

Knacc
noKasaHui

YpoBeHb
[D0Ka3aTesIbHOCTU

l'eHeTUYeCKOe TeCTUpOBaHKe, BKIoYatoLLee Kak MuHuMyM redbl LMNA, PLN, RBM20 v FLNC, B

pekoMeHayeTca naumeHtam ¢ JKMI/THOKMI u

— HapyLUeHMAMM aTPUOBEHTPUKYNAPHOIA NPOBOAMMOCTH B Bo3pacTe Ao 50 ner;

unu
— € ceMeiHbIM aHaMHe3oM JIKMI/THOKMI;
um

— C/lyyas;MW BHe3arHoi CepfleyHoii CMepTU Y POACTBEHHMKA NepBoii CTeNneHu poacTBa

(B Bo3pacte o 50 ner)

leHeTUYeCKoe TecTUpOoBaHWe, BKItoYatoLee Kak MuiumyM LMNA, PLN, RBM20 v FLNC, cnepyet lla o
peKoMeHA0BaTh AN CTpaTU(UKaLMM p1cKa NaLmeHTaM € SBHBIMW CNOpaaNyecKUMm

JKMI/THOKMI, koTopble AMarHoCTMpyIOTCS B MOIOA0M BO3pacTe, UM NpW HanuuMu Yy nauueHTa

MpU3HaKOB, NOAO3PUTENbHBIX HA HACNeACTBEHHYIO 3TMOSIOrM0 3aboneBaHms

lpumeyarue: JKMIN — punataumoHHas kapavommonatus; FTHOKMI — runokuHeTnyeckas HeaunataumoHHas Kkapavommonatus; LMNA — reH spepHbIx
namuHoB; PLN — reH docdonambaHa, RBM20 — reH, KoaMpyHOLLMIA TPaHCKPUNLMOHHBIA dakTop cnnancunra; FLNC — reH dunamuna C.

Note: DCM — dilated cardiomyopathy; HNDCM — hypokinetic nondilated cardiomyopathy; LMNA — nuclear lamin gene; PLN — phospholamban gene,
RBM20 — gene encoding a splicing transcription factor; FLNC — filamin C gene.

Tabnuua 2. PekoMeHaaumu no 06cne0BaHMI0 NaLMEHTOB, CTPAAAIOLLMX AUNATALMOHHOM / TMMOKMHETUYECKO HeaunaTaLMoHHON Kapamo-

MUonaTuei, U ux POACTBEHHUKOB

Table 2. Recommendations for the examination of patients suffering from dilated/hypokinetic non-dilated cardiomyopathy and their

relatives

PekoMeHaauus

Knacc
noKasaHu

YpoBeHb
AOKa3aTeNIbHOCTH

MPT cepaua ¢ No3LHUM KOHTPACTHBIM YCUIEHWEM CUrHaNa rafofIMHNEM ClefyeT peKOMEHA0- lla B
BaTb NaumeHTaM, cTpagaowmmM OKMI/THOKMI, ons oueHKM 3TMONOTMM U PUCKA JKeya04KOBOM

aputmMum/BCC

MauwenTam, ctpagatowmm OKMIN/THOKMI, cnepyeT peKoMeHL0BaTb 3ieKTpodu3nonoruyeckoe lla B
uccnefoBaHue Npu HanMyMu B aHaMHe3e 00MOpOKa, NPUYNHA KOTOPOro 0CTaeTcs HeobbACHNMO

nocsie HeMHBA3MBHOW OLIEHKM

PopcTBeHHWKaM nepBoi MHWM poacTea naunenTos ¢ JAKMI/THOKMIT pekomeHayeTcs BbINOMHUTL

JKI v axoKapamorpammy, ecnu:

— WHOEKCHOMY NMauMeHTy ANarHo3 Obi1 NoCTaB/EH B BO3pacTte < 50 net unm MMetoTCs KIMHMYe-
CKMe MPU3HAaKK, YKasbiBaloLLMe Ha HacneaCcTBeHHY NPU4nHYy 3aboneBaHus;

unnu

— B CeMeliHOM aHaMHe3e umetotcs cnydan OKMI/THOKMI unam npexxaespeMeHoit BCC

PoacTeeHHWKaM nepBoii IMHUM POACTBA NauMeHTa ¢ ABHO cnopaauyeckoi OKMI/THOKMI mMox- llb C
HO pekoMeHaoBaTh BbinonHeHne KI 1 axokapanorpaduyeckoro 06cneaoBaHus

[pumeyaHue: BCC — BHe3anHas ceppeyHas cMeptr; AKMIT — punataumonHas kapanomuonatus; THOKMIT — runokuHeTnyeckas HeaunataumoHHas

Kapavommonatusi; MPT — MarHuTHo-pe3oHaHcHas ToMorpadus.

Note: SCD — sudden cardiac death; DCM — dilated cardiomyopathy; HNDCM — hypokinetic nondilated cardiomyopathy; MRl — magnetic resonance

imaging.
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MaumenTsl ¢ AKMI/THOKMI

MPT (Knacc lla)

v

lNopo3peHue Ha npuumHy, TpedytoLuyio @_, JleyeHue cneundUyeCKON NPUYKHEI, HaNpUMep,
CcreLnu4ecKoro neveHms BOCManuUTesbHbIX 3aboneBaHuit

[CEMEVIHI:IVI aHamHe3 JKMI/THAKMI nnu cemeitnbii aHamHes BCC (< 50 ner, pOJJ.CTBEHHVIKj

nepBoii cTeneHu pofcTea) uiu AB 6nokaga < 50 net

Knacc lla  TeHeTnyeckuit Tect Kn-—> LMNA

<35% OB JIX 36-50 %
¢ ExceropHble

KL ( > 2 aKTopa pucka? ) e
Knacc lla E @

@ HeobbsAcHUMbIE NKA,
CMHKOM3 Knacc lla
WP (Knacc 1) an?cmlla

5-neTHui puck KA
=10 % un OB JIXX
<50 % unn HYXKT nm
AB 6bnokaga

DNa

WKL,
Knacc lla

Habntopenve

WKL
Knacc lla

Puc. 1. Anroput™ cTpatMdmKaumm pucka u nepBUYHON NPOGUNAKTUKM BHE3AMHOM CepAEYHON CMepPTW Y MaLMEeHTOB C AMaTaLMOHHON
KapAvoMMonaTueld / TMMOKUHETUYECKOI HEAMNATaLMOHHON KapAvoMuonaTven [2].

AB — atpuoseHTpukynsipHas; BCC — BHe3anHas ceppeyHan cMepth; [IKMI — aunataumonnas kapanomuonatus; THAKMIT — runoku-
HeTMYecKasl HefiuraTaLMoHHas KapavomuonaTus; A — enyaoukosble aputMum; UMP — uMnnaHTMpyeMble NeTyieBble perncTpaTopel;
VK[ — vmnnaHTMpyeMbiit KapavosepTep-aedubpunnatop; JIIK — nebin wenynouek; MPT — MarHuTHo-pe3oHaHcHas ToMorpagus;
HYXT — HeycToiumBa enyaoukoBas Taxmkapamns; YMMKT — ycToiumBas MoHOMop®Has XenynoykoBas Taxukapaus; ®B — ¢pakums
Bblbpoca; IOU — 3nekTpodusnonornyeckoe uccnenoBanne; LMNA — reH snepHbIX 1aMUMHOB

2 0bmopoky, ¢urbpo3 npu MPT cepaua, MHAYLMpYeMbIe YCTOAYMBLIE MOHOMOP(HLIE XefyA04KOBbIe TaxuKapaum npu sHao3ON, natoreH-
Hble MyTauvm B LMNA, PLN, FLNC v renax RBM20. ® CornacHo pexomeHaaumam ESC 2018 rofa no AnarHocTuKe v niedeHnio 06MopoKoB.
Fig. 1. Algorithm for risk stratification and primary prevention of sudden cardiac death in patients with dilated cardiomyopathy/hypokinetic
non-dilated cardiomyopathy [2]

AV — atrioventricular; CMR — cardiac magnetic resonance; DCM — dilated cardiomyopathy; HNDCM — hypokinetic non-dilated
cardiomyopathy; ICD — implantable cardioverter defibrillator; ILR — implantable loop recorder; LMNA — nuclear lamin gene;
LVEF — left ventricular ejection fraction; N — no; NSVT — non-sustained ventricular tachycardia; PES, programmed electrical stimulation;
SCD — sudden cardiac death; SMVT — sustained monomorphic ventricular tachycardia; VA — ventricular arrhythmias; Y — yes

2Risk factors: unexplained syncope, pathogenic variants in PLN, FLNC, or RBM20, LGE on CMR, inducible SMVT at PES. ® The 2018 ESC
Guidelines for the diagnosis and management of syncope

CyLLeCTBEHHO ynyywntbes npu JAKMI, BbI3BaHHOM MUOKap- WKL, yMeHbLLAIOT PUCK He TOMBKO apUTMUYECKO CMepTH,
AMTOM unn MyTaumsmm TTN [2]. HO M CMepTM OT BCeX MpuymMH [2]. B To e BpeMs vacTble,
PekoMeHzaumm no nepBuyHoON NpodmnakTuke BHe3anHoi  6onesHeHHble paspagbl WUK]L yxyaolwaloT KauecTBO 3U3HU
cepreyHoii CMepTv NpefcTaBeHbl B Tabnmue 3 [2]. naumeHToB. MMnnantauns VK, umetowmx QyHKUMIO aHTU-
PexkoMeHAaLmm no BTOPUUHOM NPODUNAKTUKE BHE3aMNHOW  Taxukapautuyeckon ctumynsumm (ATC) m onTummsaums
cepieyHoi CMepTW NpefcTaBneHsl B Tabnuue 4 [2]. nporpamMmupoBanns UK, Moryt yMeHblwuTb KONWYECTBO
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Tabnuua 3. PekoMeHaaummu no nepeuyHOI NPodMNaKTMKe BHE3aMHOM CEpAEYHON CMEPTH Y NALMEHTOB, CTPAAAIOLLMX AUNaTaLMOHHON /
TUMOKWHETUYECKOI HEAMNATALMOHHON KapAroMMuonaTHeli

Table 3. Recommendations for the primary prevention of sudden cardiac death in patients suffering from dilated/hypokinetic nondilated
cardiomyopathy

Knacc YpoBeHb
PexkoMenaauus .
NOKa3aHuu AOKa3aTeJIbHOCTU
WmnnanTaumio MK[L cnenyet pekoMeHaoBaTh nauueHTaM, ctpagatoiwmm AKMI/THOKMI, cum- lla
NTOMaTM4ECKOi cepLiedHon HepocTatouHocTbio (knacc lI-I1l no NYHA) u ®B JIXK < 35 %
nocne = 3 Mec OMT
Wmnnantaumio UKL cnenyet pekoMeHAoBaTh nauueHTaM, ctpagatowmm JKMI/THOKMI, umeto- lla B

UMM naToreHHyto MyTaumio B reHe LMNA, ecnu npeanonaraeMblil 5-neTHU PUCK YrpOXKaLoLLIMX
YU3HM eNyLoUKoBbIX apuTMui = 10 %? u uMetotcs:

— HeyCcToHuMBbIE JKeNYA0UKOBbIE TaXMKapauu;

nm

— OB J1XK < 50 %;

uam

— UMeloTCS HapyLweHus AB npoBefeHus

WmnnanTaumio MK]L cnepyet pekoMeHaoBaTh naumeHTaMm, ctpagatoiymm JKMIT/THOKMI, lla C
npu ®B JTXK < 50 % v Hanuumm > 2 dakTopa pUcKa:

— 06MopoKuK;

— N03Hee KOHTPACTHOE yCUNeHUe CurHana ragonukueM npu MPT cepaua;

— WHAYLMPYEMbIE YCTOWYMBLIE MOHOMOP(HBIE EY[A04HKOBbIE TaxMKapauK npu 3HA03IOU;

— natoreHHble Mytauuu LMNA, PLN, FLNC v RBM20

[lpumeyanue: AB — atpuoseHTpukynspHoe; KMIT — gunataumonHas kapanomuonatus; MTHAKMIT — runokuHeTUyecKas HeaunataLMoHHas Kap-
avomuonatus; UKL — uMnnaHTMpyeMbiii KapanosepTep-nedubpunnatop; JIXK — nesblit xenyaouex; MPT — MarHuTHo-pe3oHaHCHas ToMorpadus;
OMT — onTuManbHas MefuKaMeHTo3Has Tepanus; ®B — dpakuus Beibpoca; ION — anexktpodusnonoruyeckoe uccnenosakmne; NYHA — New York
Heart Association; LMNA — reH sgepHbix naMuHoB; PLN — reH docdonambana, RBM20 — reH, KOAMPYIOLLMIA TPAHCKPUNLMOHHBIA GaKTop CnanicuHra;
FLNC — reH ¢mnamuHa C. @ Puck paccuutbiBaeTcs ¢ nomolubio kanbkynatopa LMNA-risk VTA calculator Risk Prediction Score for Life-Threatening
Ventricular Tachyarrhythmias in Laminopathies (https://Imna-risk-vta.fr/)

Note: AV — atrioventricular; CMR — cardiac magnetic resonance; DCM — dilated cardiomyopathy; HNDCM — hypokinetic non-dilated cardiomyopathy;
EF — ejection fraction; ICD — implantable cardioverter defibrillator; LV, left ventricul; NYHA, New York Heart Association; LMNA — nuclear lamin gene;
PES — programmed electrical stimulation; PLN — phospholamban gene; RBM20 — gene encoding a splicing transcription factor; FLNC — filamin
C gene. 2Based on the risk calculator LMNA-risk VTA calculator Risk Prediction Score for Life-Threatening Ventricular Tachyarrhythmias in Laminopathies
(https://lmna-risk-vta.fr/).

Tabnuua 4. PekoMeHpaLmmM No BTOPUYHON NpodUNaKTMKe BHe3anHoM cepAeyHoi CMepTU Y NaLMeHToB, CTPaAaloLLmMX AUnaTaumuoHHoM /
TUMOKMHETUYECKOI HeaMNaTaLMOHHON KapavoMuonaTveit

Table 4. Recommendations for secondary prevention of sudden cardiac death in patients suffering from dilated/hypokinetic nondilated
cardiomyopathy

Knacc YpoBeHb
PekoMeHpaums .
NoKa3aHuu AO0Ka3aTeJ/ibHOCTU
WmnnanTaums VKL pekomenayetcs naumneHtam ¢ JKMI/THAKMI, koTopble nepexunu B

BHe3anHble 0CTAHOBKM KPOBOOBPALLEHNS U3-3a XeSYA0UKOBbIX TaxuKapamii / dbubpuinaumm
KENYA0YKOB MIM UMEIOT reMOLMHAMUYECKU HEMepeHOCUMble YCTOHUMBbIE MOHOMOPGhHbIE
KENYL04KOBbIE TaXMKapLANM

KarteTepHyto abnsuuio B cneuuanuanpoBaHHbIX LieHTpax criefyeT peKoMeH0BaTh NaLMeHTaM lla C
¢ OKMIN/THOKMI v peumansmpytoLLMMK, CUMNTOMaTUYECKUMU YCTOAYMBBIMU MOHOMOPGhHBIMM

eny[04KOBbIMU TaxuKapausAMY, YacTbiMu paspsaamu VKL no nosony ycToiumBbIx

MOHOMOP®HBIX }KeNyA0YKOBbIX TaXMKapAuK, Npu HeaddEKTUBHOCTM, HAaNMYMU NPOTMBOMOKA3aHWI

WNM HenepeHOCUMOCTW aHTUApUTMUYECKMX NpenapaToB

[lobasneHune nepopanbHOro aMMoaapoHa unmn 3aMeHy beta-aapeHobnokartopa Ha cotanon lla B
cnefyeT pekoMeHaoBaTh naumentam ¢ JKMIT/THAKM n UK, KoTopble nepeHocsAT

peLuaMBUPYIOLLME, CUMNTOMATUYECKUE JEJTyL0YKOBbIE apUTMUM HECMOTPS HA ONTUMabHOE

nporpaMMUpoBaHuWe YCTPOICTBa M Nieyenne beta-aapeHobnokaTtopom

WmnnanTaumio MK]L cnepyet pekoMenaoBath nauventam ¢ IKMI/THAKMIT u reMoamHaMmyecku lla C
NepeHOCMMBIMM YCTONYMBBLIMWA MOHOMOP®HBLIM MKENYLOYKOBLIMU TaXMKapANAMM

pumeqarue: IKMIN — aunataumoxHas kapanomuonatus; THAKMI — runokvHeTyeckas HeaunataumoHHas kapavomuonatius; MK — umnnantupye-
MblIi KapauoBepTep-AedubpunnsTop.

Note: DCM — dilated cardiomyopathy; HNDCM — hypokinetic nondilated cardiomyopathy; ICD — implantable cardioverter defibrillator.
00l https://doiorg/10.17816/cardar56/837
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pa3pagos WK, npoBoauMbIx B OTBET Ha KeNy[404KOBYH
Taxukapauio (XKT), Ho, TeM He MeHee, [OMOHUTENbHAA
MeJMKaMeHTO3Has Tepanus TpebyeTcs MpaKTUYeCKU Beer-
03 ANS YMeHblUeHWe cumnToMatuyeckux anusonos XA [2].
PekoMeHpauun no BbIBOpY aHTMApUTMMYECKOro npena-
pata 6a3supyloTca Ha pesynbratax uccnegosanua OPTIC,
B KoTopoM 412 naumentoB ¢ MK B TeueHune 21 gHs nocne
T / dmbpunnaummn xenypodxos (OXK) 6biam paHaoMU3Mpo-
BaHbl B 3 rpynnbl aHTUApUTMUYECKON Tepanuu: aMMoJapoH
nntoc beta-aapeHo6I0KaTopbI, TOILKO COTaNoN UM TOLKO
beTta-appeHobnokatop. Yactota wokos, HaHocuMblx UKL,
yepes 1 rog, coctasuna 10,3 % B rpynne ammonapoH u beta-
appeHobnokatopbl, 24,3 % B rpynne cotanona, 38,5 % B rpyn-
ne beTa-appeHobnokatopoB [21]. 06 3dderTMBHOCTU 1 be3-
OMacHOCTW MPUMeHeHUs BNIOKATOpOB HATPMEBBIX KaHanoB
[ANs yMeHblUeHus KosmdecTBa cpabatbiBanuii UKL npu JKMI
LOCTYMHbl JIUWb OrpaHuyeHHble faHHble [2]. Ouu MoryT
BbiTb NoNesHbl AN yMeHblueHus KonudvectBa A nuwb

Tom 3,N? 3, 2023
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Y OrpaHUYEHHOr0 YACNA NaLMEHTOB, HE UMEIOLLMX BblpaXKeH-
HoVi cepAe4HOI HeocTaToqHOCTM U HU3Kon OB JTK. Pexomen-
AaLmmn Nof4epKUBaloT He0bX0AMMOCTb COMOCTaBNATL YPOBEHb
3 PeKTUBHOCTM M NOBOYHBIX 3QPEKTOB, CBA3AHHLIX C NpK-
€MOM JIeKapCTB, Npy Bblbope aHTUapUTMUYECKOW Tepanuy.

Mpu ounatauMoHHOM Kapavomuonatum npeobnagawT
MoHoMop@Hble T (puc. 2), B 0CHOBE KOTOPLIX NEXUT Me-
XaHW3M re-entry.

Iina ymeHblueHns Konmnyectsa MoHoMopdHbIx KT, Kpo-
M€ MeOMKAMEHTO3HOW TepanuW, MOXET WCMosb30BaThCA
KaTeTepHas abnaums. OpHako vactoTa peunameos KT no-
C/ne KaTeTepHbIX npouenyp Yy naumentoB ¢ JKMI Bbiwe, yeM
npu UBC: BbixmBaemocTb 6e3 XT uepes 1 roa nocne Katetep-
Hoi npouenypbl npu KM cocraenset 40,5 %, B To Bpems
KaK npu UBC — 57 % [22]. Papy nauveToB Tpebytotcs nosTop-
Hble MpoLeaypbl, NoCNe KOTOPbIX MOBLILIAETCA BEPOATHOCTb
OTCYTCTBUSA peumamBa aputMuun. lpu cyb3anukapamanbHoM
3aneraHuv apuTMuyeckoro $hokyca anuKkapavansHasa abnauus

Puc. 2. TeHeTUYECKUI PUCK ENYLOYKOBOM apuUTMUM / BHE3aMHOW CEpAEYHON CMEpPTU, TUMUYHBIE TPUITEPbI XENYL04KOBOW apuTMum /
BHE3amnHoOM cepie4HoN CMepTH, BO3pacT MpW NOSIBNEHNM JeNYA04KOBOI apuTMUM / BHE3arHoI cepaieyHoit cMepTy, npeobnasanye nona
W BapuaHT TUMWYHOM JKENy[0YKOBOM apuUTMUM MpW PasfiuyHbIX 3a60/1eBaHUSAX, CBA3AHHBIX C XENYLO4KOBON apUTMUeN / BHe3anHoM cep-
[Je4HoN cMepTbio [2]

— HaJmume reHeTMYECKUX PUCKOB; — Tpurrep — duU3nYecKas ¥ IMOLMOHANbHAS HArpysKy; — TpUrrep — nna.aHue,
HbIpSHUE; — CMHKONaNbHbIE COCTOSHUS BO CHE; — TpUrTep — pesKui 3BYK; — Tpurrep — ¢uM3nyecKan Harpyska
BCC — BHe3anHas cepaeyHas cMepTb; KA — xenypmoukosble aputmuu; MIKT — MoHOMopdHas KenyaouKoBas TaxuKapous;
KT — nonuMopdHas xenyaouKoBas TaxMKapauA.

Fig. 2. Genetic risk for VA/SCD, typical triggers for VA/SCD, age at presentation with VA/SCD, sex predominance, and typical VA in different
diseases associated with VA/SCD

— presence of genetic risks; — trigger — physical and emotional stress;

— syncope during sleep; —trigger — a sharp sound; — trigger — physical stress
ACS — acute coronary syndrome; ARVC — arrhythmogenic right ventricular cardiomyopathy; BrS — Brugada syndrome;
CAD — coronary artery disease; CPVT — catecholaminergic polymorphic ventricular tachycardia; DCM — dilated cardiomyopathy;
HCM — hypertrophic cardiomyopathy; LQT — long QT syndrome; MVT — monomorphic ventricular tachycardia; PYT — polymorphic
ventricular tachycardia; rTOF — repaired tetralogy of Fallot; SCD — sudden cardiac death; VA — ventricular arrhythmia

— trigger — swimming, diving;

00l https://doiorg/10.17816/cardar56/837
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Tabnuua 5. 06wwme pekoMeHAaLUMM [/1S MALMEHTOB C MyTaLWen reHoB, KOAUPYIOLLMX CUHTE3 TaMUHOB
Table 5. General recommendations for patients with mutations in genes encoding lamin

PekoMeHpaumsa

Juuam ¢ OKMI/THOKMI v mytaumeinn LMNA He peKOMeHYeTcs y4acTue B BbICOKOUHTEHCUBHBIX

TPEHMPOBKaX, BK/IK4aA COpeBHOBaTeJIbHbIe BUAbI CnopTa

Knacc YpoBeHb
nokasaHui AOKa3aTesIbHOCTH
C

lpumeyarue: JKMIN — punataumonHas kapauommonatus; THOKMI — runokuHeTuyeckas HegunataumoHHas Kkapavomuonatus; LMNA — reH spepHbIx

JIAMUHOB.

Note: DCM — dilated cardiomyopathy; HNDCM — hypokinetic nondilated cardiomyopathy; LMNA — nuclear lamin gene.

Heobxoguma B 27-30 % npouenyp [22, 23]. Ucxoa ocoben-
HO NM0XOM Yy NALUMEHTOB C NaToreHHbIMM MyTauusamum LMNA.
B cBs3u ¢ rnybokmM TpaHCMypanbHbIM, NepefHeNeperopoaoy-
HbIM 3aneraHuem cybctpara MoryT noTpeboBaThCs TpaHCKOpo-
HapHasi aTaHonoBas abnaums, bunonspHas abnaums, xupypru-
yeckas abnauws [24-26].

06Lwme pekoMeHaaLMM Ans NaumeHToB ¢ MyTaumein LMNA
npeacTaBnieHbl B Tabauue 5.

ApMTMOI’EHHaFI KapaunoMuonatua
NnpaBoro Xenaypoyka

ApuTMoreHHasi KapauoMuonaTus MpaBoro Kenynoqka
(AKMIT) — 3aboneBaHue, XapaKTepusyloLLEecs 3aMeLLEHNEM
MWoKapAa (Gubpo3HOA U JKWPOBOIA TKaHblo [27]. B HacToswee
BpeMa npasuibHee roopute 06 AKMIT obomx xenynou-
KoB [28]. PacnpocTpaneHHocTs AKMI B nonynsiumm Konebnetcs
ot 1:1000 mo 1: 5000 [29]. Yawe Bcero AKMII Bbi3biBaeTCs
MaToreHHbIMM MyTaLMsAMU B AECMOCOMHBIX reHax (Dsc2 — pec-
MOKoNmH-2, Dsg2 — pecMornenH-2, Dsp — [ecMonnakuH,
Pkg — nnakornobuH, Pkp2 — nnakopunuH-2), pexxe —
B HeflecMocoMHbIX reHax. Kak v B cnyqae JKMI, npu AKMII
PAA MyTaUMii accouMMpyeTcsl C BbICOKMM PUCKOM pa3BuUTUS
A B Monopom Bospacre [30, 31]. OuarHo3 AKMI crnoxeH

u TpebyeT noucKa 1 oLeHKK pspa Kkputepues. K coxanenmio,
HECMOTPA Ha TO, YTO B PEKOMEHAALMAX WMEETCS CCbIIKA
Ha nybnmkaumio D. Corrado u coaer. (2020) [28], B KauecTBe
KputepueB auarHoctuku AKMIT npusopstcs He [lapyaHckue
2020 ropa, a npegbiaywume, 2010 ropa, kputepun [32]. Locto-
MHCTBO [1afyaHCKMX KpUTEPUEB B TOM, UTO B HUX AaH aropuT™
AMarHoCTMKM He TONIbKO MPaBOXKESTyL04KOBOI0, HO M JIEBOXE-
nypoyKoBoro npouecca. Ha puc. 3 npeactasnena IKI Hawero
naumeHTa 16 net, CTpafatoLLero apuTMOreHHO KapamMoMmona-
tnen. 3KI cHsiTa Bo BpeMsi CYHYCOBOIO pUTMa, B Havase 3anucu
3aperncTpupoBaH MOMEHT MpeKpaLLeHns HEYCTOMYMBOIA MoK~
mopcHon KT (3 Komnnekca). Kpome Toro, oTMeYeHbl YacTas
nonMMopQHas 0MHOYHAs W NapHas XenyLo4KoBas IKCTpacK-
cTonma Mo Tuny bureMuHun. BoiseneH 6onbluoi MagyaHckui
KpWTepWin AUarHoCTUKM npasoesynoukosoin AKMIT — unBep-
TUpOBaHHble 3ybubl T B NpaBbix NPeKapAUanbHbIX 0TBEAEHNSX
V1, V2 1 V3 y naumeHTa ¢ nosHbIM nybepTaTHbIM pasBUTMEM
1 OTCYTCTBMEM MOSTHOW 6MIOKafbI MPaBoM HOXKM Nyyka [uca
(THM). KpoMe Toro, mpucyTcTBYtOT Manble [lagyaHcKue Kpu-
TEpUM AMarHoCTUKK NeBoxenynoukoBo AKMIT — uHBepTy-
poBaHHble 3ybubl T B NEBbIX MPeKapavanbHbIX 0TBEAEHMSIX
V4-V6 npu oTcytcTBMM nonHoM 610Kadbl IEBOW HOMXKW Myy-
Ka Mca (JTHMM) v HuskoamnamTyaHble GRS (< 0,5 MB oT nuKa

Puc. 3. 3neKTpoKapAMorpaMMa naumeHTa, cTpafaioLlero 6UBEHTPUKYNAPHOIM apuTMOreHHON KapanoMuonaTmeit (06bAcHeHWe B TEKCTe)
Fig. 3. Electrocardiogram of a patient suffering from biventricular arrhythmogenic cardiomyopathy (explanation in the text)
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[0 NWKa) B OTBEAEHMSX OT KOHEYHOCTEN NPU OTCYTCTBUN OXM-
peHms, aMPU3eMbl, NepUKapAUaNLHONO BLIMOTA.

Ha puc. 4 npencraBneHa 3KI ofHoro U3 Hawwmx naum-
€HTOB, CTpajatolmx npasoxenynoykoso AKMII, Bo Bpe-
M KNacCUYeCKOW YCTOMYMBOW KENYLOYKOBOW TaxuKapamu,
ABnAoLWencs 60NbLIMM KpUTEPUEM AMarHOCTUKM MpaBo-
xenypouxkoBon AKMIT — 3T c mopdonorueit QRS no tuny
6nokagbl JHMI 1 OTKIOHEHMEM 3NEKTPUYECKOH OCU BNIEBO
BBEpX (He u3 nyTn otToKa MK, dokyc pacnonaraetca B 06-
nactu ceobopHoii cteHky MK).

Mpy ecTecTBEHHOM TeyeHWW 3aboneBaHWs y MaLMEHTOB
¢ AKMI, KotopbiM He uMmnnaHTMpoBaHbl VK[, octaHoBKM
cepaua BcTpevatotes B 4,6—6,1 % cnyyaes [33-36]. B cBs-
3u ¢ Bbicokon yactoton A n BCC npu AKMIT tpebyetcs
cTpaTUdUKaLms pucka HebnaronpuaTHbIX apUTMUYECKUX CO-
obiTmii. B 16—19 % cnydyaes nokasavuem Kk UK, sasnsioTcs
obictpas T (= 250 ya/MuH) unm OX, cuntarowmecs cyp-
poraTHbIMW MapKepamMu NOTEHLMANBHO OMacHOr0 AN1S MU3HU
cobbitna [37-40]. HepaBHO onsi MporHo3vpoBaHMsA nobou
yctonumsoi A npu AKMIT 6bina paspabotaHa Mogenb pu-
CKa Ha 0CHOBaHWW aHann3a TeyeHus 3abonesanus y 528 na-
LIMEHTOB C YCTaHOBNEHHbIM AuarHozoM AKMI v otcyTcTBreM
YA B aHamHe3e. [Npun pa3paboTke Moaenm yunTbIBaIMChb BO3-
pacT, nos, aputMm4eckne obMopoku, Heyctoinumeble T, Ko-
nnuyectBo X3, KONMYeCTBO 0TBEAEHUI C UHBepCHen 3ybua T
n OB MXK (c-unpekc 0,77) [41]. Ewe ogHa Moaenb nporHo-
31poBaHua 0cobo onacHon ans xu3Hu XA 6bina npeanoxe-
Ha Ha OcHoBe aHanmu3a 864 nauuenTto ¢ AKMI, B KoTopoii
B KauecTBe NpeAUKTOPOB BKITIOUEHbI MyCKOI MOJT, BO3paCT,
Konmuecto X3 B TeueHne 24 4 W KONUYECTBO OTBEAEHMIA
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¢ uHBepcuent 3ybua T (c-uHpekc 0,74) [41]. OpHako Heobxo-
OMMbl BaNMAALMOHHbIE UCCNEAO0BAHMS, MPEXAE YEM 3TN MO-
[N pUCKa MOryT BbITb pEKOMEHA0BaHbI 4151 KITMHUYECKOr0
Ucnosnb3oBaHus [2].

PexkoMeHpaumm No AMarHoCTUKE W BEAEHMIO MALMEHTOB,
CTPaAaloLLMX apuUTMOreHHON KapavoMuonaTuen, npeacras-
neHbl B Tabnuue 6 [2].

PexoMeHpaLmm no cTpaTM@uUKaLMM pUCKa W NepBUYHON
NPOQUNaKTUKe BHE3aMHOW CMEPTU NPeACTaBeHbl B Tabnu-
ue 7 [2].

Ivcdyrkuma npasoro xenygouka (MK) n JK accoum-
UpYeTCs C BbICOKUM apuUTMUYECKUM pUCKOM. B pekomeh-
[auMsX rOBOPUTCA O TOM, YTO MOporoBble 3HaueHus OB,
ABNALWMeCA NoKa3aHneM K umnnanTaumm WUK[, TpyaHo
ONpefenuTb, HO Aaxe BecCMMNTOMHBIM NauueHTaM C TH-
wenon auchyHkumenn MK (bpakuma MaMeHeHus nnowiaam
npasoro xenyaouka < 17 % unn OB MK < 35 %), cneayet
pekomeHpoBaTh ycTaHoBky MK[ ans nepsuuHoii npodwm-
naktukn BCC. AnanoruyHo nauveHtam ¢ AKMI co 3Haum-
TeNbHbIM NopaxeHueM Nesoro xenynodka (OB JIK < 35 %)
nokasaHa umnnanTaumsa UKJ B cooTBeTcTBUM C TeKyLMMM
pekomeHpaumammn ana UKL npu OAKMI [2]. UKL ons nep-
BUYHOWM npodmnaktukm BCC cnepyeT Takxe peKOMeH0BaTh
naumeHTaM ¢ cumntomMHon AKMIT (npecuHKonanbHble cocTos-
HWA UK yYaLUeHHoe cepalebuenme, yKasbiBatolme Ha A)
1 ymMepenHoi aucdynkupeid MK (OB ot 40 go 35 %) u/mnmn
yMepeHHol aucdyHKumeit JIHK (OB ot 45 no 35 %) [2].

PekomeHAaLmm no BTOPUYHOI NPOGUNIAKTUKE BHE3AMHON
CMEPTU W JIEYEHNIO JKEMY[04KOBbIX apUTMUIA NPeACTaBeHb
B Tabnmue 8 [2].

Puc. 4. InexTpoKapamorpaMma naumeHTa, CTpajatoLLero NpaBoXenyA04KOBOM apuUTMOreHHOW KapAMOMMUONaTWel, BO BpEMS TUMUYHOM

eNyA04KOBOM TaxmKapanm (06bACHEHME B TEKCTe)

Fig. 4. Electrocardiogram of a patient suffering from right ventricular arrhythmogenic cardiomyopathy, at the time of tipical ventricular

tachycardia (explanation in text)
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Tabnuua 6. PekoMeHAaLUMM N0 AMArHOCTUKE W BELEHUIO NALMEHTOB, CTPAAAIOLLMX apUTMOTEHHOM KapauoMuonaTven
Table 6. Recommendations for the diagnosis and management of patients suffering from arrhythmogenic cardiomyopathy

PekoMeHaaLUA Knacc 5 YpoBeHb
noKasaHuu A0Ka3aTeJ/IbHOCTU

MaumenTam ¢ nogo3speqneM Ha AKMIT pekomengyetca MPT cepaua B
Maumentam ¢ nogo3speHneM Ha AKMIT unum ¢ ycTaHoBneHHbIM AuarHo3oM AKMIT pekomengytotcs B
reHeTMYecKoe KOHCYNbTUPOBaHUe U TECTUPOBaHME

MaumeHTaM ¢ ycTaHoBNIEHHbIM AnarHo3oM AKMIT pekomenayeTcs nsberatb BbICOKOMHTEHCUBHBIX B
(bM3MIECKUX YNPaXKHEHWI

W3beraTb BbICOKOMHTEHCUBHBIX PU3MYECKUX YNPaXKHEHWUNA MOXET BbITb PEKOMEHA0BAHO HOCUTENAM b C

cBsA3aHHbIX ¢ AKMIT natoreHHbIX MyTaumii U oTCyTCTBMEM (eHoTMNa

Tepanus 6eTa-appeHobnoKaTopamMm MOXKET ObITb peKOMeH/J0BaHa BCEM MaLMEHTaM C YCTaHOB/IEH- 1] C
HbIM auarHo3oM AKMI

MpumeyaHue: AKMI — aputMoreHHas kapavomuonatusi; MPT — MarHUTHo-pe3oHaHCHast ToMorpadms.
Note: ACM — arrhythmogenic cardiomyopathy; MRl — magnetic resonance imaging.

Ta6nuua 7. PeKoMeHaaLmMM Mo CTpaTUGUKALIMM PUCKa M NePBUYHOI NPOdUIaKTUKe BHE3aMHO CMepT NpY apUTMOreHHO KapauoM1onaTii
Table 7. Recommendations for risk stratification and primary prevention of sudden death in arrhythmogenic cardiomyopathy

Knacc YpoBeHb
PexkoMeHpauums .
NoKa3aHuu A0Ka3aTeJ/IbHOCTU

Umnnantaumio UK, cnepyet pekoMeHAO0BaTh NauMeHTaM ¢ onpefesieHHbIM auarHo3om AKMI lla B

1 apUTMOreHHBIMU CMHKONaJIbHbIMW COCTOSIHUAMM

WUmnnanTaumio VK] cneayet pekoMeHA0BaTh NaumMeHTaM C YCTaHOBMEHHbIM AuarHozoM AKMI lla c

U BbIPaYKEHHbIM CHUXEHWEM cucTonYeckon GyHKLMK [T nam guchyHkumen JIK

WUmnnauTaumio UKL cnepyeT pekoMeH0BaTb CUMNTOMATMYECKUM NaLMeHTaM? ¢ yCTaHOBNEHHbLIM lla C

AnarHosoMm AKMIN, ymepeHHoi aucdyHkumedt MK unn JIHK unm HeycToMUMBLIMM ey a04KOBbIMU
TaxvKapauAMU, MO0 UHAYLMPYEMOIA BO BPeMS 3NEKTPOGM3MONOTMYECKOro UCCNeLoBaHUs YCTON-
YnBOI MOHOMOPQHOW XeNy[04KOBON TaxvKapanen

Y naumentoB ¢ AKMIT n cumntoMamu, nof03puTenbHBIMUA Ha XENYLOYKOBYIO apuUTMUIO, 3NEKTPO- 1] C
(u13nonornyeckoe UcciesoBaHe MOXET BbITb PEKOMEH0BaHO ANs CTpaTMdMKaLMKM pUCKa

lpumeyarue: AKMI — aputMoreHHas Kapamommonatus; UKL — uMnnaHTMpyeMbl KapavoBepTep-aedubpunnstop; JIK — nesblit Kenyaouek;
MK — npasblit xenynoyek. 2 MpesobMopoyHble COCTOSHMS UM yyalLleHHoe cepaLebueHme, yKasbiBaloLLEe Ha XKeNy[04KOBbIE apUTMUN.

Note: ACM — arrhythmogenic cardiomyopathy; ICD — implantable cardioverter defibrillator; LV — left ventricle; RV — right ventricle. 2 Presyncope or
palpitations indicating ventricular arrhythmias.

Tabnuua 8. PekoMeHaummu No BTOPUYHOI NPODUNAKTUKE BHE3ANHOM CMEPTU U NIEUEHUIO XeNYA04KOBbIX apuTMHii
Table 8. Recommendations for secondary prevention of sudden death and treatment of ventricular arrhythmias in arrhythmogenic

cardiomyopathy

PeoMeHAaLMS Knacc 5 YpoBeHb

nokKa3aHuu AO0Ka3aTeJIbHOCTU

WUmnnanTauma UK[L pexomenpyetca naumentam ¢ AKMIT u xenyno4uKoBoii Taxukapauen unm ou- C
Bpunnsumeit Xenyno4KoB, CONPOBOXKAANLIMXCA FeMOAMHAMUYECKON HECTAbUIBHOCTbIO
Maunentam ¢ AKMIT 1 HeycTONUMBBIMM MAM YCTONYMBBIMUA XENYA0UKOBBIMU TaXUKapAUAMM Tepa- C
nus 6eta-afpeHobI0KaTopaMu PEKOMEH[0BaHa
MauuneHtam ¢ AKMI1 1 peumameupyoOLMMK CUMNTOMATUYECKUMU YCTOWYMBLIMA MOHOMOP(HBIMM lla C

JeNyJ,04KOBbIMU TaxuKapauamu unu paspsagamu MK no noBoay ycToMumBbIX MOHOMOPGHBIX

JKeNy[04YKOBbIX TaXMKapAMi HECMOTPA Ha Tepanuio beTa-afpeHobokaTopamm, AOMKHA ObITh

PeKoMeH[0BaHa KaTeTepHas abnauus B CneLManm3npoBaHHbIX LieHTpax

MaumneHtam ¢ AKMIT n nokasanuamu k UK[ cnemyet pekoMeHA0BaTh YCTaHOBKY YCTPOMCTBA C BO3- lla B
MOXXHOCTbIO NPOrPaMMUPOBaHUS aHTUTaXUKaPAUTUYECKON CBEPXYACTON CTUMYNALMM 1S Kynupo-

BaHWA YCTONYMBOI MOHOMOPGHO XeNyL04KOBOI TaxuKapauu

Umnnantauma UKL, nomkHa 6bitb pekoMeHpoBaHa npu AKMI naumeHTaM ¢ reMoguHaMuyecku lla C
NepeHoOCMMON YCTOMYMBON MOHOMOP(MHON JeyA04KOBOMN TaxMKapAnen
MaumeHTaM, cTpagatomm AKMIT 1 peumamBuUpyOLMMM CUMINTOMATUYECKUMU XeNyL04YKOBLIMM Ta- lla C

XWUKapAnAMKU HeCMOTPA Ha Tepanui 6eTa—a,qpeH06n0KaTopaMM, cnepfyet peKoOMeH[0Bathb Jie4eHne
OPYrMMu aHTUapUTMNUYECKMMU NpenapaTamu

MpumeyaHue: AKMIT — apuTMoreHHas kapanomMuonaTus; MK, — uMnnaHTUpyeMblii kKapavosepTep-aedubpunnsatop.
Note: ACM — arrhythmogenic cardiomyopathy; ICD — implantable cardioverter defibrillator.
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Tabnuua 9. PexoMeHpaums no BefeHMI0 PoCTBEHHUKOB HONIbHOTO apuTMOreHHOI KapavuoMuonatuen
Table 9. Recommendations for the management of relatives of a patient with arrhythmogenic cardiomyopathy

Knacc YpoBeHb
PekoMeHaauus .
noKasaHun A0Ka3aTeJ/IbHOCTU
PoactBeHHWKaM nepBoi nMHuM poacTea nauuneHtoB ¢ AKMI pekoMeHayeTcs BoinonHuTb 3K C

W 3X0Kapamorpaudeckoe obcneaoBaHue

[pumeyaHue: AKMIT — apuTMoreHHas KapanoMuonaTus.
Note: ACM — arrhythmogenic cardiomyopathy.

beTta-agpeHobnokaTopbl peKoMeHY0TCS B KayecTse Te-
panuv NepBOii IMHUK KaK UMEILLMM CUMMTOMBI, TaK 1 bec-
CMMMNTOMHbIM MaLMEHTaM, X0TS 3T0 W He NOATBEPKAEHO AaH-
HbIMU KIIMHUYECKUX UccnefoBaHui [2]. 0TMeTUM, uTo coTanon
3¢ deKTMBEH AN npeaoTBpaLLeHns Bocrnponssoaumoctyi KT
npu 30U [43], HO OH He NofABNSET KIMHUYECKN 3HAYMMbIe
apuTMUU B peanbHoi Xu3Hu [43, 44]. JleueHne ammopapo-
HOM WNM NpenapaTamMu NepBoro Knacca CBA3aHO C TEHAEH-
LMeR K CHUXKeHWM0 YacToTbl peumameoB T no cpaBHeHuio
c cotanonoM [45]. [lobaBneHune dnexamHupa K beta-appe-
HobniokaTopaM unu coTanosy b0 MonesHsIM B Uccnepo-
BaHUM HebOMbLLIOW rpynnbl NauMeHToB [46]. Henb3sa 3abbl-
BaTb, YTO NpenapaTtbl NepBOro Kfiacca NpPOTMBOMOKA3aHbl
naumeHTaM co cHuxeHHon OB. KatetepHas abnaums moxert
ObITb anbTepHaTMBON MeAUKAMEeHTO3HoW Tepanuu. [lpu BbI-
bope TepaneBTWYeCKOW CTpaTerny HeobXoaMMO MPUHMMATDL
BO BHMMaHWe NOTeHUManbHble PUCKU, N0BOYHbIE 3PDEKTHI
NIeKapCTB M NpeAnoyTeHns naunenTa [47].

PexkoMeHpauus no BefeHU0 POACTBEHHUKOB 60MbHOMO
AKMI1 npeacraeneHa B Tabnumue 9 [2].

MnepTpodmyeckas KapauoMMonaTus

MMnepTpodmyeckasn kapamommonatus (TKMIT) — 3abone-
BaHWe, XapaKTepu3yloLLEeecs YBESMYEHUEM TOSILLUMHBI CTEHKM
JIX npu oTCYTCTBUM NATONOMMYECKUX COCTOSHUM, CBA3AHHBIX
C HarpysKoW Ha MWOKapA, TaKWX KaK apTepuanbHas runep-
TEH3MA UK KanaHHble Nopoku [1, 48].

MyTauum reHoB, KOLMPYIOLLMX CUHTE3 CapKOMEpHbIX ben-
KoB (MMO3uH-cBa3biBalowmi benok C [MYBPC3], Taxenbie
uenu mno3uHa [MYH7], cepaeunbin Tpononut T [TNNT2], cep-
AeyHbin TponoHuH | [TNNI3], a-tponomumosuH [TPM1], ocHos-
Hble W perynsaTopHble nerkue uenu mMuosuHa [MLY2, MYL3],
aktuH [AKTC]), soisenstotcs y 30—-60 % nauueHToB, Yalle
BCEro Y JINL, C YCTaHOBEHHLIM B MOJIOfL0M BO3pacTe AuarHo-
30M UNM MPY HanM4mmn ceMenHoro aHamHesa KM [49, 50].
B pexkoMeHaaumsax noauepkvBaeTcs HeobxoaMMOCTb FreHeTH-
YeCKOro TeCTMpoBaHUA NpobaH0B U CKPUHWHIA POLCTBEHHU-
KOB NepBOM CTeMNeHW poACTBa.

PacuetHas pacnpocTpaHeHHocts TKMI y B3pocnbix co-
ctaenset 1 cnyyan Ha 500 yenosek B nonynsauuu [51]. Cpeam
LEeTeN NoKa3aTeslb HAMHOTO HUXKe.

lopoBas cMepTHocTb Npu TKMI, no faHHBIM Mccneno-
BaHuK, Konebnetcs ot 0,5 go 2 % [2, 48, 52]. bonbwwuHCTBO
cMepTel, ceasaHHbIx ¢ TKMI1 B Bo3spacte < 60 net, npo-
UCXOAAT BHE3aMHO, B TO BPEMSA KaK MOXWible NaUUeHTbl
yallle yMMpalT OT MHCYNbTA, CEPLEYHON HEeAO0CTaTOYHOCTH,
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0OCTPYKLMM UMW CYyNPaBEHTPUKYNIAPHBIX apuTMUiA. [opoBas
yactota BCC mnm cootsetcTBytowmx cpabatbiBaHun UK]
coctasnset okono 0,8 %, HO B 3HauMTENBHON CTeneHu 3a-
BMCMT OT BO3pacTa W Npoduns pUcKa KOHKPETHOro NavyeH-
T1a [53-56]. BCC TakxKe MoxeT bbiTb CNpOBOLMpOBaHa $usu-
UECKUMM YTPaXKHEHUSIMU U y4acTUEM B COPEBHOBATENbHBIX
Bupax cnopta [57].

lnaHvpoBaHue cTpaTerMm BefeHWUA MauMeHTa, cTpaja-
towero KMI, HauMHaeTcs co CTpaTU(UMKaLWK pUCKa BHe-
3anHoi cmepTu. PaspabotaHa 5-neTHsas wkana ctpatudm-
Kaumm pucka BCC, ocHoBaHHast Ha 7 daKTopax: BO3pacT,
TonwwuHa creHku JIXK, pasmep nesoro npeacepaus, rpagu-
EHT BHYTPUKENY[04KOBOr0 [ABNEHMS B BbIXOAHOM TpaKTe
JIK (BTJTH), HeycToitumBan T, HeoObACHUMbIA 0OMOpOK
u ceMenHblii aHaMHe3 BCC (HCM Risk-SCD: https://doc2do.
com/hcm/webHCM.html) [2]. KanbkynsTop He npefHasHayeH
ANA OLEeHKU NpodeccMoHanbHbIX CMOPTCMEHOB, ML, C MeTa-
BonmueckuMmM M MHPUNBLTPATMBHLIMK 3ab0N1EBaHMAMM, NOCE
MWO3KTOMWM, 3TAHOJNOBOM cenTanbHoi abnauumu. Ing ctpatu-
¢ukaumm pucka BCC y peteii (1-16 net) HegaBHo pa3pabo-
TaHa cneuuanbHas neanatpideckas Mogenb HCM Risk-Kids,
BKJ/OYalOLLas HeobbACHUMblE 0OMOPOKU, MaKCUManbHYH0
TonwwmHy ctedku JIXK, gmuametp JM, rpagnent BTJIXK u He-
yctoitumsble XKT (https://hemriskkids.org) [2, 58].

B pexomenpaumsx 2022 rofa caenaH akueHT Ha gonon-
HWUTENbHbIE (aKTOpbI, HE OTPaXeEHHbIe B Moaenn pucka SCD,
KoTopble criefyeT YYuTbiBaTb Y MaUMEHTOB C MPOMEXYTOY-
HbIM WM HU3KMM PacyeTHbIM pUcKoM. K BayHbIM [0MOMHU-
TeNbHbIM (aKToOpaM OTHOCATCS CUCTONMYecKas AMCHYHKUMA
JIK, aHeBpu3ma B obnactu Bepxywku JIHK, cooTBetcTBYylO-
Lwue Gpnbpo3y obLIMpPHBIE 30HBI MO3LHErO YCUIEHUS CUrHana
npu MPT cepaua ¢ KOHTPaCTUPOBAHUEM, HANIMYWE OLMHOYHBIX
UM MHOXKECTBEHHbIX CapKOMepHbIX MyTauuid [50, 59-64].
BbisiBneHne 06LIMpHbIX 30H No3aHero ycunenus MPT curhana
(= 15 % Maccol JIX) npeanoxeHo B KauecTse XOpoOLLEro npe-
amkropa BCC. OpgHaKo noporoBble 3Ha4eHUs YpoBHSA Gurbpo-
3a Nopo¥i TPYAHO MCMONb30BaTh, MOCKOJIbKY KONMYECTBEHHAS
OLEHKA MO3JHEro YCUNEHUs CUrHana 3aBuUCKT OT cnocoba
nonyyeHus MPT 130bpaxeHus, TMNa 1 KONMYecTBa UCMosb-
30BaHHOr0 KOHTpacTa [2].

B cBA3M C TeM, YTO B XU3HW NaLMEHTa MOTYT NOSBNATLCS
HoBble (haKTOpbl PUCKa, NepUOAMYecKas NMOBTOPHas OLieHKa
pucKa sBnsieTcA 063aTesbHOM YacTblo AONITOCPOYHOrO Ha-
BniofeHns 3a nauueHTamm.

LienecoobpasHocTb BbinoniHenna 30U ona mHaoyumpo-
BaHua XA npu TKMI1, cornacHo pekomeHaaumsaMm, CnopHa,
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Tabnumua 10. PekoMeHaaumm no ctpatuduKaLmm pucka, NpodunaKkTiKe BHe3aNHOM cepieyHO CMepPTU U JIEYEHMIO XKeyA04YKOBbIX apUTMUi
npy rMnepTpodryYecKoil KapaMoMMonaTUm

Table 10. Recommendations for risk stratification, prevention of sudden cardiac death, and treatment of ventricular arrhythmias in
hypertrophic cardiomyopathy

Knacc YpoBeHb

PekoMeHpauumsa .
noKasaHui [L0Ka3aTesIbHOCTU

[lnarHocTUyeckas oueHKa 1 obLmue peKoMeHAaLmMK

MPT ¢ ragonunmem pekoMenayetcsa naumeHtam ¢ FTKMIT gns aMarHocTMHecKoin oLeHKu B
PexkoMeHayeTCs reHeTUYECKOe KOHCYNbTUPOBaHKE U TECTUPOBaHUE NauMeHToB, cTpaaaiolumx KM B

BbicOKOMHTEHCMBHBIE U3MUECKUE YNpaXKHEHUA MOTYT BbITb peKOMeH/0BaHbl HeCCUMMTOMHBIM IIb C
B3pOC/bIM MaumeHTaM, cTpagatowmm FKMI, npu oTcyTcTBUM y HUX MapkepoB pucka BCC

Crpatndmkaumsa pucka u nepeuyHas npocmnaktuka BCC

PexkoMeHayeTcs oueHKa 5-netHero pucka BCC npu nepBuyHOi NocTaHOBKe AuMarHo3a u fanee o
C uHTepBanamu 1-3 rofia AW NpU HaNUYMM U3MEHEHUN B KIIMHUYECKOM CTaTyce MaLueHTa

Umnnantaumio UKL, cnepyet pekoMeHAoBaTh NaumeHTaM 16 neT u cTaplue ¢ npegnosiaraeMbiM lla B
5-netHuM puckoM BCC = 6 %
WUmnnanTaumio UKL cnepyet pekomenposatb npu TKMI naumentam 16 neT v cTapiue ¢ npoMexy- lla B

TOYHbIM 5-neTHUM puckoM BCC (ot 4 go 6%) Npy HanMumm y Hux:
a) 0bLLMpHOro No3aHero ycuneHus curHana ragonuHunem npu MPT cepaua (0bbiuHo = 15 %
Macchl JIK);
nm
6) ®B JIK < 50 %;
nm
B) aHOMaJIbHOM peakLmmn apTepuanbHOro AaBieHns BO BpeMA TecTa C pU3NYECKOil Harpy3Kow;
unm
r) aHeBpM3Mbl BepxyLku JIK;
nm
[) CapKOMEPHOW MaToreHHoN MyTaLmu

WUmnnanTauma UKL moxet 6biTb pekoMeHpoBaHa npu FKMIT naumentam 16 neTt u cTapue Ilb B
¢ npeanonaraeMbiM 5-nethuM puckom BCC ot 4 o 6 % 6e3 fononHuUTeNbHbIX HaKTOPOB pucKa

WUmnnantauma UK moxxet 6biTb pekomeHgoBaHa npu FKMIT naumentam 16 net u ctaplue ¢ Hu3- Ilb B
KWUM pacyeTHbIM 5-NETHUM PUCKOM BHE3aMHOW CepAeUHOi CMepTH (< 4 %) 1 HannMuMeM y HUX

a) 3HAUUTENbHOTO MO3LHEr0 YCUNeHNs curHana ragonuimem npu MPT (= 15 % maccol JIXK);

wim

6) OB JI}K < 50 %;

unm

B) JIK anuKanbHoi aHeBpu3Mbl

[letam Monoxe 16 net ¢ TKMI1 1 pacyeTHbIM 5-NeTHUM pUCKOM BHe3anHoi cMepTH = 6 % (Ha lla B
ocHoge oueHku HCM Risk-Kids), nomxHa 6biTb pekoMeHaoBaHa umnnantauus UK/

BropuuHas npodmnaktuka BCC u neyenune KA

WUmnnantauma UK pekomenpyetca npu MKMI naumeHTaM ¢ reMoanHaMMYecKy HenepeHoCMMON B
T nnm OX

Maumentam ¢ TKMI1 n reMognHammuecku nepeHocuMoit yctoiumsoid YT cnepyeT pekoMeH0BaTh lla C
uMmnnaHTaumio MK,
Maunentam ¢ TKMI v peumnavsmpytowmM, cumntoMatueckum A nnv peumamsmpytolimmm cpaba- lla C

ThiBaHusaMK K], Cchepyet peKoMeHO0BaTb Jie4eHWe aHTUapUTMUYeCKUMK npenapaTaMu

KatepHas abnauus B crieumanuavpoBaHHbIX LLEHTPaxX MOKET ObITb peKOMeH0BaHa OTAENbHbIM I1b o
nauvenTaM ¢ FTKMI 1 peumanBupyIoLLMMHK, CUMMTOMaTUYECKUMM YCTONYMBBIMU MOHOMOPGHBIMU

T mnm vactbiMu cpabatbiBaHnamn VKL B cBasm ¢ ycTonumsbiMKU MoHOMopdHbIMU KT npu Head-

(EKTMBHOCTM aHTUAPUTMUYECKIMX NPENapaToB, UX HEMEPEHOCUMOCTY MW HAaNMYMK K HAM NPOTUBO-

MoKa3aHum

BepeHue poacTBeHHUKOB nauueHTa, ctpagatowero MKMI

PopcTBeHHWKaM nepBoii IMHKMK poacTea naumneHToB ¢ TKMIN pekomeHayeTcs BbINoNHATb 3K C
W 3XOKapamorpaguueckoe obcnefoBaHue

lMpumeyarue: BCC — BHe3anHas cepaeyHas cMeptb; TKMI — runeptpoduyeckas kapanommonatus; A — xenyaoukoBble aputMum; T — xenypou-
KoBas Taxukapaus; MK, — nMnnantupyeMbiin kapavoseptep-aedupunnstop; S — nesbiii xenynouek; MPT — MarHuTHo-pe3oHaHcHas ToMorpadus;
OB — dpakums Bbibpoca; O — dubpunnaums xenyLouKos.

Note: SCD — sudden cardiac death; HCM — hypertrophic cardiomyopathy; VA — ventricular arrhythmias; VT — ventricular tachycardia;
ICD — implantable cardioverter defirillator; LV — left ventricle; MRl — magnetic resonance imaging; EF — ejection fraction; VF — ventricular fibrillation.
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MOCKOMbKY MO AaHHLIM JIMTEPaTYpbl HApYLIEHUs pUTMa, No-
nyyenHble npu 30U, cunTaloTcs HecneundUYECKUMM, XOTS
UMEIOTCA U Apyrie TOUKY 3peHus [65, 66].

PekoMeHpaummn no cTpatudmKaumy pucka, NpoQunakTym-
Ke BHe3amnHol cepAeyHoil CMepTH W JIEYEHWIO ey ,04KOBbIX
apuTMUiA MpY runepTpodUYecKon KapauoMmonatun npep-
cTasseHbl B Tabnuue 10 [2].

MauneHTbl, NepeHeCLUMe OCTAHOBKY CepAaLa BCieacTBUe
HT/OX nnm remopmHamuueckn HenepeHocumon HT, oT-
HOCATCA K rpynne BbICOKOr0 PUCKAa OMacHOW AN U3HM
XA B bynyweM n Hywpatotca B UK pna sTopuyHoi npo-
dunaktukm BCC [2, 48, 67-69]. Mocne umnnantaummn UKL
ONSA NepBUYHON MK BTOpUYHOM npodunaktukm BCC Hanbo-
nee YacTbIM 330KYMEeHTUPOBaHHbIM noaTtunoM XA aensetcs
ycTonumBas MoHomopdHasa T, npu kotopon ATC ycnewwHa
B 69-76,5 % BCex 3nKu30/10B. B 370l CBA3M NpY MMNAaHTaLMK
cnepyet otaasartb npeanouteque MK/, obnagatowmm dyHK-
umeir ATC [70-72]. OtcyTcTBYIOT paHLOMM3MPOBaHHbIE KITK-
HWUYECKWE WM KOropTHbIE UCCNeA0BaHNSA, NOATBEPKAAIOLLME
Ba)KHYI0 posib NieKapcTB B npepoTepaLleHny BCC npu TKMI
[2, 48, 73]. AMMOJAPOH MOXET YMEeHbLINTb KOIYecTBO KA,
HO AaHHble 0 ero 3¢ deKTBHOCTM Ana npodunakTkm BCC
npotueopeumskl [73, 74]. Ousonupamug n beta-agpeHobno-
KaTopbl 3Q(EKTUBHBI 4151 KOHTPOMS CUMMTOMOB M 0BCTPYK-
umm BTJIXK, Ho noOKa3aTenbCcTB TOMO, YTO OHW CHUMAKT PUCK
BCC, Het [2, 48]. TouHO TaK e XMpypruyecKkas MMO3KTOMMS
WA 3TaHooBas abnaums He PEKOMEHAYIOTCA C Liefbl0 CHU-
*eHus pucka BCC y naumnenToB ¢ obctpykumen BTIIK [2, 48].
HecMoTps Ha oTcyTcTBME O[JHO3HAYHbIX JaHHbIX 06 addek-
TMBHOCTM aHTMApUTMUYECKUX npenapatoB, OeTa-aapeHo-
bnokaTopbl, aMMoaapoH, coTtanon, 61oKaTopbl HaTPUEBLIX
KaHanoB HasHayawT nauueHtam c [KMI n cumnToMHbIMK
YA [2]. KateTepHyto abnaumio Takxe MOXHO paccMaTpuBaTh
y TILaTeNbHO 0T0BpaHHbIX NauueHToB ¢ TKMIT u ycToiiumBoil
MoHoMopdHoit KT, B leYeHMM KOTOpbIX aHTUApUTMUYECKue
npenapatbl HeaheKTUBHbI, MPOTUBOMOKA3aHbl UMK He nepe-
HocATcs. B peKoMeH[aumMsaX MofYepKHYTO, YTO pesynbTaThbl
nocne abnauum npu N’KMI xyxe, yeM npu apyrux 3abonesa-
HWAX HeWLweMUYecKorn atuonorum [75-77].

HekoMnaKTHbIN MUOKapA J1eBoro Xesyaoyka

C 1995 ropa Hapsagy ¢ TKMI, OKMIM, PKMM n AKMIN
BbIENANAck rpynna «HeknaccubuumpyeMblx KapamoMuona-
TWiA», B KOTOPYH BbIMM BKITIOYEHBI HEKOMMAKTHBIN MUOKApA
XenynouKkoB U cuHapoM Takouybo. B pekomeHnpaumsx EB-
ponenckoro obLecTBa KapavonioroB No KapAMoMUONaTUAM
2023 ropna NoHATUE «HeknaccuduumupyeMble Kapamommona-
TUM» YNPa3aHEHO M 3aMEHEHO Ha «CUMHAPOMbI, acCOLMMPO-
BaHHble ¢ ¢deHoTMNamMu Kapamuomuonatuity [15]. C yyeToM
M3MEHEHMA MOAX0Aa K KiacCMUKaLMW KapAMoMUonaTuii
B pekoMeHaaumsax 2023 roaa BMeCTO TepMUHA «HEKOMMAKT-
HbIi MUOKapA» NpejJlaraeTcs UCMosb30BaTb TEPMUH «rUNep-
TpabeKynApHOCTb NIEBOTO JKENyA04Ka (KEeNTyLOYKOB)».

B naHHOM cTaTbe Mbl MCNOJb3YEM TEPMUH «HEKOMMAKT-
Hbll MuoKapa» (HKM), Tak Kak WMeHHO OH NpuBOAUTCA

Tom 3,N? 3, 2023
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Puc. 5. 3xoKkapavorpamMma naumeHTa, MMetoLLero runepTpabexkynsp-
HOCTb MWUOKap/ia NIeBOro XenyouKa. BepxylueuHas 4-kamepHas mo-
3uums. OBpalLatoT Ha cebs BHUMaHWe aunataums eBOro XenynouKa
1 BbIpaXKeHHasn TpabeKynsapHOCTb B 061acTh BEPXYLLKUA

Fig. 5. Echocardiogram of a patient with left ventricular
hypertrabeculation. Apical 4-chamber view. Noteworthy is the
dilatation of the left ventricle and pronounced trabecularity in the
area at the apex

B €BpONencKkux pekoMeHgaumax 2022 roga no neyYeHuio xe-
nynoyKoBbIX aputMuin U npodunakTuke BCC. HKM Brntouaet
reTeporeHHylo rpynmny GeHoTUNUYECKW pa3HbIX 3aboneBaHuid,
XapaKTepU3ylLWmUXcs cneunPrUecKUMIU U3MEHEHUAMM CTPYK-
Typbl Muokapaa JIXK, a nHorpa u muokapga MX [2, 78-80].
06was ana Bcex GeHOTUNOB CTPYKTypHas matonorus —
aHoMarbHble Tpabekynbl B JIK/TIK unn 0boux xenypoukax,
yaue Bcero B obnactu Bepxywky [78-80]. Ha puc. 5 npea-
ctaBneHa 3xoKI ofHOro U3 HALLMX NALMEHTOB.

Mpn HKM moryt BcTpeuatbca punataumsa JIXK, runep-
Tpodus JIHK, cuctonmueckasn, auactonuyeckas auchyHKLmMs
WAKM U TO, U apyroe ofHoBpPeMeHHo, KpoMe Toro HKM moxet
COYeTaThCsl C PasnMyHLIMU BPOXKAEHHBIMW MOPOKaMM cepALa
[78-80]. KnuHuuecku 3aboneBaHue NpoSBNAETCA XPOHUYe-
CKOI CepLeyHON HeloCTaTO4HOCTbIO, OMACcHBIMU [J1S U3HU
A, nonHoi AB bnokapoi, 6nokagamu Hoxek nydka luca.
Boigensiot no 9 BapuaHTOB 3aboneBaHms, reMOAMHAMUYECKM
1 KIIMHWUYECKW NpOTEeKatoLwmMxX no-pasHomy [79, 801:

1) n3onmupoBaHHas unu fobpokadecteHHas popma HKM,
CTPYKTYPHbIE U3MEHEHWS NPUCYTCTBYHOT, HAapYLLIEHUS FeMOAM-
HaMUKM U KIIMHUKa OTCYTCTBYIOT (BCTPEYaeTca y CropTcMe-
HOB, Y 6epeMeHHbIX);

2) apuTMoreHHas dopMa, Npu KOTOPOM 0CHOBHOE KJIMHU-
YecKoe MpOsB/IEHe — HapYLUEHWA pUTMa Cepaua, Npexae
Bcero XA;

3) aunataumoHHas ¢opMa, Npyu KOTOPOM KPOMe XapaK-
TEpHbIX MOPAONOTMYECKMUX U3MEHEHUI UMEET MeCTO Auna-
TaLUWA 1 CHUKEHME KOHTpaKTuibHocTn JTXK;

4) runepTpodmyeckas popma, Npu KOTOPOIA BbIpaXKeHHOM
OunatauMm HeT, HO UMeeT MecTo runepTpodus MMoKapaa,
MPeXae BCEro YTONLLEHME MWUOKapAa, He BOBJIEYEHHOMO
B NPOLIECC HEKOMMAKTHOCTH;

5) «cMeLwaHHas» dopMa HKM;
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6) pecTpuKTMBHas ¢opMa, npu KoTopon npeobnagaet
TAKeNas AuacTonmueckas AucyHKums;

7) bueHTpuKynspHas ¢popma HKM;

8) u3bbiTouHas TpabekynsapHocTb MM ¢ HopManbHoii
cTpyKktypoit JIXK;

9) coueTtanne HKM c BpoaeHHbIMM NOpOKaMM cepaua.

CBA3b 3ab0N1€BaHUA C FEHETUYECKUMM aHOManusMM Bbl-
ansoT y 30-50 % nauneHToB, MAEHTUDULMPOBAHO HECKONb-
KO reHoB, KOAMPYHLLMX CApKOMEPHbIE WM LUTOCKENETHbIE
BesKy, 0AHAKO BbIABNEHHbIE FTEHETUYECKUE aHOMaMK BCTpe-
yatoTcst He TonbKo npu HKM, Ho v npu gpyrux kapavomuona-
TUSIX, BKIOYas cuHapoM bapra [79, 80].

Iuarnoctnka HKM satpynHeHa, npeanioXeHHble pas-
NIMYHbIE AWArHOCTUYECKUE KPUTEPUM [I0 CUX MOP He Banu-
LV3MPOBaHbl U HU OJWH U3 HUX HE MPUBOJUTCHA B PeKo-
MEH[aUMAX B KayecTBe AuarHoctudeckoro. CMepTHoOCTb
0T cepieyHo-cocyamucTbix 3aboneBanuii npu HKM anano-
rMyHa nokasarenam cpeam nauuentos ¢ KM [81]. 06Hapy-
}eHue ovarosoro ¢ubposa npu MPT ¢ KoHTpacTUpoBaHueM
accouumpyeTcs C Cepbe3HbIMU CepAevHO-COCYAUCTbIMU
cobbITMAMM, BKIOYas apuTMuyeckue [82], ofHaKo fo cux
nop He pa3paboTaHbl KpUTepumn cTpaTuduKaumm pucka BCC
npu HKM. B pekoMeHaauusax roBoputca o ToM, YTo B by-
AyuieM couyetaHme MPT-KputepueB € AaHHBIMU FeHETH-
YECKOr0 TeCTUPOBAHMA MOXKET NpeofoneTb TEKYLLY0 He-
OMpeAeNneHHOCTb B OTHOLEHMM CTpaTUdUKaLMK PUCKa
HebnaronpuaTHbIx cobbiTuin npu HKM [2, 83]. A noka pe-
KOMEHAaLMM COBETYIOT NpU peLleHnn Bonpoca 0b uMnnaH-
Taumm UKL npu auarHoctvposaHHo HKM wucnonb3oBatb
Kputepuu, BoipaboTtaHHble ansa JKMI/THOKMIL. PekomeH-
AaLuM N0 UMNNaHTaUMu KapauoBepTepa-Aedubpunnatopa
NpW HEKOMNAKTHOM MWOKapAe JIEBOro JKemyno4Ka npej-
cTaBneHbl B Tabnuue 11 [2].
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PECTPMKTMBHGFI KapauoMuonartua

(MeHoTUN pecTpUKTMBHOW Kapauommonatun (PKMIT)
BCTPeYaeTcs PeAKo M MOXKET bbITb CleACTBMEM pa3/uy-
HbIX MPUYMH, BKIOYAs FEHETUYECKU AeTepMUHUPOBAHHBIN
1 NpUOBpPETEHHBIA UHTEPCTULMANBHBIA GUOpP03, MHPUNLTPa-
TUBHbIE paccTpoicTBa (Hanpumep, aMunonzo3) U bonesxu
Hakonneuus (Hanpumep, bonesHb AnpepceHa — Dabpu).
Nx BbifBNEHME WMEET pellaloLiee 3HayYeHue A1 Bbibopa
Tepanuu, Tak Kak Ans OoTAenbHbIX 3aboneBaHui, B KiM-
HUYECKOM TEYEHWW KOTOPbIX Ha MepBbIA MiaH BbICTynaeT
PECTPUKTUBHAsA reMoJMHaMWKa, CyLLecTByeT creuuduye-
cKas 6onesHb-Moanduumpyowas Tepanus. CepaeyHas He-
[0CTaTOYHOCTb ABNSETCA OAHUM M3 BefyLMX CUMMTOMOB
npu niobom BapnaHte PKMII. B 3aBUCUMOCTM OT EeHOTU-
na MoryT npeobnagatb npefcepaHbe UK KeNyL0YKOBbIE
HapyLWeHWs puTMa, B TOM uucne datanbHble. Hanpumep,
npu 6onesnn ®abpu 60NbLIMHCTBO 3aperncTpupoBaHHbIX
CepLEYHO-COCYANUCTLIX CMepTeN Dbl OTHECEHBI K KaTero-
pun BCC [84]. B cBa3m ¢ TeM, yto PKMIT — camas penkas
cpeay Bcex KM, KpynHble pagHOMM3NPOBaHHbIE UCCeso-
BaHUS 3TOM MaToJIOTWM MOKa OTCYTCTBYKT. PeTpocneKTus-
HbIi, HabnwaaTenbHbIN XxapakTep BosbluMHCTBA Hebob-
LUMX OJJHOLLEHTPOBBIX UCCNIEJ0BaHNA M HU3KOe abcomoTHoe
4UCNO CMepTeil BCNEACTBME CEPLEYHO-COCYAMCTBIX 3abo-
nesaHuin u BCC B 3TMX UccnefoBaHUAX B HacTosILLiee BPeMA
He no3BsonsioT pekoMeHgosatb UK/ ans nepenuHoii npodu-
naktvkn BCC npu PKMI1. B pekomeHpaumsax paetcs coBeT
TOJIbKO M0 UMMJIAHTaUUK KapAnoBepTepa-Aeubpunnsaropa
npu amunongose cepaua (tabn. 12) [2]. B HacToswee Bpe-
Ma UK]L cneayeT peKoMeH,0BaTh NaLyeHTaM, CTpajaloLLmM
amunoungHon KMI ¢ remoamHamnyeckn HenepeHocumMon KT
nocie TIWATeNbHOro 06CYKAEHNA KOHKYPUPYIOLLMX PUCKOB
HEapUTMUYECKON U BHECEPEYHON CMEPTH.

Tabnuua 11. PekoMeHpaumm no MMnnaHTaumm KapanosepTepa-aedubpunnsatopa npu HEeKOMNAaKTHOM MUOKapAE JIeBOro JKenyfouKa
Table 11. Recommendations for cardioverter defibrillator implantation in left ventricular non-compaction

Knacc YpoBeHb
PekoMenpauus .
NoKa3aHuu A0Ka3aTe/IbHOCTU
MaumeHTaM ¢ KapAMOMUONaTUel HEKOMNAKTHOro GeHOTUNa, AMarHOCTUPOBaHHOM Ha ocHoBe MPT lla C

WM 3XOKapAMorpaduUUeckux faHHbIX, CriesyeT peKoMeH0BaTh uMniaHTauuio VK] ans nepsuy-
Hoit npodmnakTukm BCC no TeM e nokasaHuaM, yto 1 npu JKMM/THOKMI

lpumeyaHue: BCC — BHe3anHas ceppeyHas cMeptb; AKMIT — punataumonHas kapanomuonatus; THOKMIT — runokvHeTyecKas HeaunaTaumoHHas
Kapavommonartus; UK — mmnnaHTupyeMbint Kapanoseptep-aedubpunnsatop: MPT — MarHuTHo-pe3oHaHcHas ToMorpadus.

Note: SCD — sudden cardiac death; DCM — dilated cardiomyopathy; HNDCM — hypokinetic nondilated cardiomyopathy; ICD — implantable cardioverter

defibrillator, MRI — magnetic resonance imaging.

Tabnuua 12. PeoMeHAaumMu No MMNIaHTaLMW KapavoBepTepa-aedubpuniaTopa nauMeHTaM, CTpaaiolM aMuona03oM cepaLa
Table 12. Recommendations for implantation of a cardioverter-defibrillator in patients with cardiac amyloidosis

Knacc YpoBeHb
PekoMeHpaums .
NoKa3aHuu AO0Ka3aTeJ/IbHOCTU
WK cnepyeT pekoMeHA0BaThb NaLMeHTaM, CTPaAAloLLIMM aMUITON030M JIErKUX Lienen Unn TpaHc- lla C

TUPEeTUH-accoLumpoBaHHon amunonaHon KMI u reMogmHammuecku Henepexocumoid T

Mpumeyarue: T — xenyaoukoBas Taxukapans; MK — uMnnaHTMpyeMblii KapavosepTep-nedubpunnstop; KM — kapanoMuonatus.
Note: VT — ventricular tachycardia; ICD — implantable cardioverter defibrillator; CMP — cardiomyopathy.
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Pasgen pekoMeHAaumii, NOCBALLEHHbINA aKTyaNbHbIM BO-
npocam onpepenenus KM, auarHoctukm, ctpatmdukaummn
pucka BCC, neuennsa XA npu KMI, npefcTtaBnseT 60nbLUOi
NPaKTUYECKUI MHTEPEC, TaK KaK (aTanbHble Xenyno4KoBbIe
HapyLUeHWUs puTMa ABNSIOTCA YaCTblM OCNOXHEHUEM BCeX
6e3 uckntoueHna KMI.

AOMO/IHUTE/IbHAA UHOOPMALIUA

KoHbnMKT uHTepecoB. ABTOpLI EK/IapUpYIOT OTCYTCTBIE
SBHBIX 1 MOTEHLMANbHBIX KOHJIMKTOB MHTEPECOB, CBA3AHHBIX
C NyBAMKaLMEN HAcTOALLEN CTaTby.
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