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Heob6bsAcHMMan ocTaHoBKa cepaua
(nanonatuyeckas GpubpuUNNALMA Kenymo4KoB):
KJIMHWMYECKas U reHeTUYecKas XapaKTepucTUKa

C.M. Komunccaposa', H.H. Yakosa?, H.M. Puneiickas’', C.C. Huasosa?, T.B. [lonmarosuy?,
B.4. Bapcykesuy', J.W. MnawmHcKas'

! PecnybnmMKaHCKuil HayuHo-NpaKTdecKkui LeHTp «Kapamonorus», MuHck, Pecnybnnka benapyce;
Z YIHCTUTYT FeHeTUKM U LMTONOrMM HaumoHanbHoit akafiemun Hayk benapycy, Muck, Pecny6rinka benapycs

AHHOTALNA

Lienb uccnepoBaHus — OLEHUTb KIIMHUYECKYIO M TEHETUYECKYHD XapaKTepPUCTUKM HacneACTBEHHbIX apUTMUN Y MaLMEHTOB,
nepeXuBLLMX HeobbACHUMYKD 0CTAHOBKY cepaua.

Marepuanbl u Metogpbl. 06cnenoBaHo 20 naumeHToB (10 Mymckoro u 10 eHCKoro nosa) B Bo3pacTe B Bo3pacTe OT
15 po 55 net (MeauaHa Bo3pacta 36 [28; 44] neT) ¢ LOKYMEHTUPOBAHHO XeJyA04KOBOMN TaxmKapanen / pubpunnaumeii xe-
Ny[,04KOB Ha 3MEKTPOKapAMorpamMme, HabnofaeMblx B TedeHne 3 neT. KnMHUKO-UHCTpYMeHTabHOe Uccne0BaHNe BKITOYa-
J10: PerucTpaumio 3NeKTpoKapAMorpaMM B 12 oTBEeAEHUSAX, XONTEPOBCKOE MOHUTOPUPOBaHUe, CHOp reHeanormyeckoro aHaM-
He3a C OLeHKOM 3/IeKTPOKapAMOrpaMM BCEX YIEHOB CEMbY C BbISIBIEHWEM Crly4aeB BHE3AMHOM CepLeyHON CMepTh B CEMbe
WM Hanuumus ceMenHon dopMbl 3aboneBanus, TpaHcTopakanbHyto u 2D Speckle Tracking axokapavorpadmio u MarHuTHo-
Pe30HaHCHyl0 ToMorpaduio cepaua Ans MCKIYEHNUS CTPYKTYPHbIX U3MEHEHMIA MUOKapaa. [ToUCK MyTauuid B KOOMPYHOLLMX
NocnefoBaTeNbHOCTAX FEHOB, aCCOLMMPOBAHHBIX C Pa3BUTUEM KaHanoMmaTuid U ApYrux HacNeCTBEHHBIX HApYLUEHWI pUTMa,
MPOBOLMNIN METOLOM BblCOKOMPOM3BOAMTENBHOMO CEKBEHMPOBAHMS.

Pesynbtatbl. Y 4 (20 %) u3 20 Br0YeHHbIX B UcCneoBaHUe NpobaHA0B BbIsIBNIEHb! BEPOSTHO NaToreHHble BapuaHThl (IV knacc
natoreHHocTw), y 7 (35 %) naumeHTOB — 3aMeHbl C HEW3BECTHOM KITMHMYecKoi 3HaummocTbio (Il knacc natorenHocTv) B 10 re-
HaX, acCoLMMPOBaHHbIX ¢ KaHanonatuamu (KCNQT, KCNH2, SCN5A, AKAP?, ANK2, SCNT0A, RYRZ) v kapavomuonatuamu (MYH7,
JPH2, RBMZ0). CoyeTaHue HECKOMbKUX FEHETUYECKUX BapuaHToB 0bHapyxeHo B 3 ciydasx. ¥ 9 (45 %) n3 20 npobaHaoB 3Ha-
YMMBIX FEHETUYECKUX M3MEHEHWI He BbisBNeH0. KnMHMYeckuid auarHo3 6bin yCTaHOBNEH B NEpUOA NOCNeAyioLero Habmoae-
HUS NpW KOMMEKCHOM obcnefoBaHM U BepUdMLMPOBaH B pe3ynbTate reHetdeckoro obcnepoBaHns y 5 (25 %) nauueHTos.
Mpn aHanW3e cepuW 3NEKTPOKApPAMOrpamMM Ha O[HOW U3 HUX BbISBNIEHO yAMHeHWe uHTepBana Q7c > 460 Mc; y 2 — natTepH
bpyrapa; ewe y 1 — yxopoyenue uHtepsana Q7c go 323 Mc. Y 2 naumeHToB BbISIBNEHbI CYOKITMHUYECKWE CTPYKTYPHBIE U3MEHe-
HUs, accoLMmMpoBaHHbIe ¢ KapavomMuonatuamu. Y 15 (75 %) naumeHToB He yAanoch YCTaHOBUTb IBHOTO KIMHUMYECKOTO heHoTUNa.
Y 6 (30 %) n3 Hux guarHo3 6bin yTouHeH bnaroaaps 06HapyKeHHbIM reHETUHECKUM BapHaHTaM.

3aksitoueHme. M3ydeHbl KIMHUYECKWE NPOSIBEHNS W Pa3fMYHble TEHETUYECKME BapUaHTbl Y NaLMEHTOB, NEPEXUBLLMX He-
06BACHUMYI0 0CTaHOBKY cepAua. lpu reHoTUNMpOBaHMKM NaUMEHTOB, NepeHecLUMX HeobbACHMMYI0 ocTaHoBKY cepaua, B 30 %
cnyyaeB 0bHapyuUBav reHeTMYeCKUe 3MeHeHus, accoumupoBatHble ¢ LATS, npu atom untepsan QTc B 6onbLumMHCTBE Cy-
yaeB He npesbiwan 440 Mc, B CBA3M C YeM YCTaHOBNIEHWE MarHo3a Ha paHHel CTaguu A0 PasBUTUS MKU3HEYrPOXKaloLLero
apUTMUYECKOro CobbITUA 3aTpyaHeHo. [laHHbIe HALEero uccneoBaHNs NOLATBEPHAAIOT MAEH 0 TOM, YTO Y NaLMEHTOB C UAMO-
naTu4ecKoii hubpunnsumeit xenyao0uKoB, NepeHecLLMX He0DBACHMMYI0 0CTaHOBKY CepALa, B 0CHOBE 3aboneBaHWs J0BOJLHO
YacTo NeXaT cepAeyHan KaHanonatus WM CYOKNMHUYECKME MPOABNIEHUA KapAMOMUONATUM, YTO AMKTYeT HeobXoauMMOCTb
NpoBeAEeHNs FeHeTUYECKOr0 TECTUPOBAHWA Y 3TOI KaTeropiu NaLMeHToB.

Kniouesble cnoBa: HeobbACHAMAs 0CTaHOBKa CepALa; MavonatMyeckas GUBPUNNALMS JKeNYA0UYKOB; reHOTUMNYECKoe
M heHoTMNMYeCKoe pa3Hoobpasue.
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Unexplained cardiac arrest (idiopathic ventricular
fibrillation): clinical and genetic characteristics
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! “Cardiology” State Institution Republican Scientific and Practical Centre, Minsk, Belarus;
Z|nstitute of Genetics and Cytology of Belarus National Academy of Sciences, Minsk, Belarus

ABSTRACT

AIM: The study was to evaluate the clinical and genetic characteristics of inherited arrhythmias in patients who survived unex-
plained cardiac arrest.

MATERIALS AND METHODS: 20 patients (10 male and 10 female) aged 15 to 55 years (median age 36 [28; 44] years) with
documented VT/VF on ECG were observed for 3 years. The clinical and instrumental study included registration of 12-lead
ECG, 24-hour Holter ECG, genealogical history collection and family history of sudden cardiac death with ECG assessment of
all family members, transthoracic echocardiography, 2D Speckle Tracking echocardiography and cardiac magnetic resonance
imaging to exclude structural myocardial changes. 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 4 (20 %) of the 20 probands included in the study, likely pathogenic variants were identified (pathogenicity
class IV), and in 7 (35 %) patients, variants with unknown clinical significance (pathogenicity class Ill) in 10 genes associated
with channelopathies (KCNQ1, KCNH2, SCN5A, AKAP9, ANK2, SCN10A, RYR2) and cardiomyopathies (MYH7, JPH2, RBM20).
Several genetic variants were found in 3 cases. No significant genetic changes were detected in 9 (45 %) probands. The clinical
diagnosis was established during the follow-up period and was verified due to the genetic testing in 5 (25 %) patients. From
their ECGs, a prolonged QTc > 460 ms was found in 1 patient, Brugada pattern in 2 individuals, and a shortening of QTc up to
323 msin 1 proband. Subclinical structural changes associated with cardiomyopathies were revealed in 2 patients. In 15 (75 %)
patients, it was unfeasible to establish a distinct clinical phenotype. In 6 (30 %) probands, the diagnosis was clarified due to
detected genetic variants.

CONCLUSION: Clinical manifestations and diverse genetic variants have been studied in patients who have survived unex-
plained cardiac arrest. In the course of genotyping patients who suffered unexplained cardiac arrest, genetic changes associ-
ated with LQTS were detected in 30 % of cases, while the QTc in most cases did not exceed 440 ms, which makes it difficult to
establish a diagnosis at an early stage before the development of life-threatening arrhythmic events. The data from our study
confirm the idea that in patients with idiopathic ventricular fibrillation, who have suffered unexplained cardiac arrest, cardiac
channelopathy or subclinical manifestations of cardiomyopathy are commonly the cause. This phenomenon imposes a need for
genetic testing in this category of patients.

Keywords: unexplained cardiac arrest; idiopathic ventricular fibrillation; genotypic and phenotypic diversity.
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OPUMVHANBHBIE VICCITEAOBAHAA

BBEJEHUE

BHe3anHas ceppeyHas cMepTb (BCC) aBnsetcs Hau-
bonee pacnpocTpaHeHHOM B CTPYKType CMepTHOCTH
OT CepLle4H0-cocyamncTbIX 3aboneBaHuit. ExxerogHo BHe3an-
Ho ymmpatoT 1-3 yenoseka Ha 100 000 yenoBek B Bo3pacTe
00 35 net [1, 2]. B ocHoBe HEO6BACHMMOM OCTAHOBKM CepAaLa,
M0 MHEHWUIO KCMEPTOB, Yallle BCEr0 NIEKMUT HacneCTBeHHas
cepieyHas Kavanonatus [3, 4]. Y HekoToporo uucna ymep-
WMX MPW BCKPbITUM 06HapYKMBAKOTCA MpU3HAKM Kapauo-
MWUONaTUK, KOTOPbIE MOrYT ObITb MOATBEPMKAEHBI B X0Ae
MOCMepPTHOr0 reHeTUYecKoro TecTupoBaHusa [5]. OpHako
30-40 % cnyyaes BCC y Monoppix ntogeii ocTaioTc Heobb-
ACHUMBIMK [4, 6, 7]. [NaumneHTbl, BbXXUBLLKME NOC/E OCTaHOB-
Ku cepaua (BCC ¢ ycneluHol peaHumauyen), MoryT UMeTb
reHeTU4ecKkn obycnoBneHHble 3ab0NeBaHNs, ANs BbISBIEHMUS
KOTOPbIX FeHeTUYeCKoe TeCTUpOBaHue 06s3aTenbHO. TakuM
naumeHTaM HeobxoauM NoApPOBHBIA KITMHUYECKUA CKPUHUHT
C aKLEHTOM Ha BblSIBNIeHWe NMPUYMHHBIX 3aboneBaHuin. Ecin
npuuMHa He O0OHapyMxuBaeTcs, TO MaUMEHTy YycCTaHaBnu-
BaeTCA AMarHo3 «HeobbsACHMMasA ocTaHoBKa cepaua» (HOC)
UK «mamonaTudeckas pubpunnauma xenynodkos» (MOXK).
NOX onpenensetca Kak HeobbsCHMMas OCTaHOBKA cepaLa
Yy peaHMMMUpOBaHHOI0 NaumMeHTa be3 HapyLLEHWIA Ha 3NeKTpo-
Kapavorpamme (3KI), y koToporo Gbiu UCKITHOYEHbI U3BECT-
Hble CepAeyHble, PecnmUpaTopHble, METaboNMYECKUE U TOK-
CMKOJIOrMYecKue NpUYMHBI MU KIMHUYECKOM aHanuse [3, 4].
Mo oueHkaM uccneposateneit, O coctasnser 5-7 % Bcex
BHeOOIbHUYHBIX 0CTaHOBOK cepAua [8].

CornacHo JeicTBYyIOLLEMY KOHCEHCYCY 3KCMepToB Mo re-
HETUYECKOMY TECTUPOBaHWUIO MPW KaHanonatusx W Kapauo-
muonatusx (EHRA/HRS/APHRS/LAHRS-2022) [9], nauneHTaMm,
nepexvslumM HOC, Hapsaay cO BCECTOPOHHUM KIIMHUYECKUM
obcnenoBaHMeM, PEKOMEHAOBAHO eHETUYECKOe TeCcTMpo-
BaHWe Ha HanuuuMe AMarHOCTMYECKW 3HaYMMbIX BapUaHTOB,
npy 0BHapyXeHUM KOTOpbIX Ha3HayaeTcs MpOBEAEHUe Ka-
CKaJIHOr0 CKPUHMHIa poacTBeHHMKoB [10].

B paHee mpoBefieHHbIX MCCNELOBaHUSX, KacalLMXcs
AMarHoCTUYECKOMN LienecoobpasHOCTU MOCMEPTHOTO FeHeTH-
YECKOro TeCTUPOBAHWS, B CEPUM HEOOBACHUMBIX CEPAEYHBIX
cMepTeii B 26 % cnyyaeB BbISIBNIEHb! MPEANONOMKUTENBHO
MaToreHHble BapWaHTbl B reHaX, aCCOLMMPOBAHHBIX C OC-
HOBHBIMW KaHanoNaTUAMM: KaTexoNlaMUHEepPruyecKas noiu-
MopdHas xenyaodkoBas Taxukapamsa (KIMKT) (ren RYR2),
CMHOPOM YANMHeHHoro uHTepsana QT (LQTS) 1-3 Tunos
(renbl KCNQ1, KCNH2, SCN5A), cunopoM bpyrapa 1-ro tuna
(BrS1) (ren SCN5A) [7]. HenaBHo bbina npoBefieHo reHeTnYe-
CKoe 0bcnefoBaHKUe ayTOMCUMIHOMO MaTepuana, Noay4YeHHo-
ro oT 302 YenoBeK C CMHAPOMOM BHE3aMHON apUTMUUECKOI
cmepti. B 11 % cnyyaes, cornacHo Kputepusm AMepuKaH-
cKoro obLLecTBa MeJULMHCKON FeHETUKU U reHoMuku 2015 T.
(American College of Medical Genetics and Genomics —
ACMG), BbisiIBNeHbI NaToreHHbIe U BEPOSITHO MaTOreHHbIE Ba-
PWaHTbI B reHax, CBA3aHHbIX C pa3BuUTMEM KaHanonatui [11].
B 2 % cnyyaeB naToreHHble BapuaHTbl 06HapYXeHbI B reHax,
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accoLMMpOBaHHbIX C KapAMOMMONATUAMM, YTO YKasbiBaeT
Ha CKpbITYl0 CTPYKTYpHylo npuumnHy HOC. [luarHoctuyeckui
atbdekT ysenuumBarcs B cpegHeM Ha 30 % npu nposefeHUn
MOJIEKYNIAPHO-TEHETUYECKOTO CKPUHWHIA W KITMHWYECKOro
o6cnepnoBaHus uneHos cembu [10, 11]. TeHeTuueckoe TecTu-
poBaHue nauumeHToB, BbixkmuBLMX nocne HOC, ¢ ucnonb3oBa-
HWeM pacLUMPEHHbIX NaHemnen oMpeAenmno KoIM4ecTBo 3nu-
30/10B, CBA3aHHbIX C KaHANOMaTUAMM U KapAMOMUONAaTUSMY,
C npegnonaraeMblM NaToreHHLIM BapuaHTOM B AManasoHe
ot 3 8027 % [8, 12, 13].

B aaHHOM uccnefoBaHWM NpoaHanMavpoBaHa rpynna na-
umenToB ¢ HOC, obycnoBneHHOM uanonatuieckoin Gubpun-
NAUMEN XKeNyA0YKOB, C MOCNeAYIOLLEN YCMELHON peaHnMa-
uMen M UMNNaHTauuel KapauoBepTepa-Ledubpunnsatopa
(MK[), KoTopbIM NpoBefieHO TECTUPOBAHWE ANS BbISBIEHUS
reHeTUYECKUX U3MEHEHWI.

Lienb nccnepaoBaHus — OLEHUTb KIMHUYECKYIO U TeHe-
TUYECKYK XapaKTEPUCTUKM HAcNeCTBEHHbIX apUTMMIA Y na-
LIMEHTOB, MEPEeXMBLUNX He0bBACHUMYI0 OCTaHOBKY cepaua.

MATEPUAJ1bl U METO/bI

B wnccnepnoBaHue 6binv NOCNEAOBATENIbHO BHIKOYEHDI
20 nauwmentoB (10 Myxckoro 1 10 xeHcKoro nona) B Bo3-
pacte oT 15 no 55 neT ¢ LOKYMEHTUPOBAHHOM Xey[04K0-
Boii Taxukapamnen (KT) / dubpunnaumeit xenynoukos (OX)
Ha aneKTpokapauorpamme (IKI). MeamaHa nepnopa Habnto-
[eHns cocTaBuna 3 ropa.

MauveHTbI BKIKOYANUCh B UCCNE0BaHUE, ECTIU Y HUX NPO-
M30LLNA HEeODBACHMMAs 0CTaHOBKA CepALA C AOKYMEHTANIbHO
noateep:kaeHHol T unu OXK, Tpebytowwen KapavoBepcum
unu nedubpunnsaumMmu, Npyu oTCYTCTBUM AMCHYHKLMM NEBO-
ro xenynouka (JTXK) (ppakums Buibpoca JIXK = 50 %) u npu
WHTaKTHBIX KOPOHapHbIX apTepusx (OTCYTCTBME KOPOHApHO-
ro creHo3a > 50 %). MaumeHTbl ¢ M3BECTHBIMM MPUYUHAMM
ocTaHoBKM cepaua (n = 5), Bkntoyas IKI-guarHoctuky LATS
(@Tc B cocToaHMM nokos > 460 Mc y MyumH u 480 mc
Y XEeHLWMH) unu cuHapoMa bpyraga, ¢ runeptpoduyeckoi
KapaMoMMonaTuei, BbIPAXKEHHOW TMMNOKaNMeMUeN, nepeso-
3MPOBKOI IEKAPCTBEHHBIMM CPEACTBaMM, OblIM UCKIIOYEHI.
B utore B rpynny uccneayembix sowwnm 20 naumeHToB. BeeM
BKJIIOYEHHBIM B UCCE0BaHNE NULAM NPOBEAEHO reHeTuye-
CKoe TecTUpoBaHue, 0f,06peHHOe NOKaNbHBIM 3TUHECKUM KO-
muteToM (npoTokon N2 2 3acepanus KomuteTa no 6moatuke
WHcTuTyTa reHeTukm v umtonoruv HaumoHanbHol akagemMum
Hayk benapycu ot 08.06.2021). Bce nauueHThl noanucanu
MH(OpMUPOBaHHOE A0OPOBONIbHOE COTflacMe Ha ydacTue
B MCCE0BaHUU.

KnMHWKO-MHCTpYMeHTanbHoe UCCnefoBaHWe BKIOYa-
no peructpaunio 3Kl B 12 oTBeeHNAX B COCTOSHWUW NOKOA
Ha annapaTHO-NporpaMMHOM KoMnnekce «WHTeKapa-3»
(Pecnybnuka benapych), axokapavorpaguto (3xoKl) Ha an-
napate |E-33 (Philips, CLLIA), peHTreHKOHTPACTHYIO CeNeKTUB-
HYI0 KOpPOHapoaHrMorpaguio ¢ MCNosib30BaHWEM aHrMorpa-
Guueckux annapartos «Innova 3100» (General Electric, CLLUA)
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u «Siemens Artis Zee» (Siemens, CLLUA) nnn KoMnbloTepHyto
ToMorpagumio (Siemens Somatom Force, Fepmanus). Maum-
€HTaM, KOTOpble COOTBETCTBOBANIM KPUTEPUSAM BKIOUEHHS,
MPOBOAMNOCH OMOSIHATENIBHO CYTOYHOE MOHUTOPUPOBaHUE
aneKTpokapanorpammbl (CM 3KI) Ha peructpatopax «Philips
Zimed» (ABctpus) u «Oxford Medilog AR12» (Benukobputa-
Husa), 2D Speckle Tracking 3xoKl' Ha ynbTpa3syKoBoW cu-
cTeMe 3KcnepTHoro Knacca «Vivid 7 Dimension» (General
Electric, CLLIA) u MarHuTHO-pe3oHaHcHas Tomorpadms (MPT)
cepaua Ha Tomorpade «Magnetom Aera» 1,5 T (Siemens,
lepMaHus1) cornacHo AeNCTBYIOLLMM PEKOMEHALMAM.

MoucK MyTauuin B KOOUPYHOLLMX MOCNEe0BaTeNIbHOCTAX
reHOB, acCOLMMPOBAHHBIX C Pa3BUTUEM KaHanonatui u apy-
TMX HAacneCTBEHHbIX HapYLLIEHUIA CEpAEYHOr0 pUTMa, NpoBO-
AWM METOZL0M BbICOKONPOM3BOAUTENBHOIO CEKBEHMPOBAHMS
(Next-generation sequencing, NGS) Ha reHeTM4ecKoM aHa-
nu3atope «MiSeg» (Illumina, CLUA). MpobonoaroToBKy 06-
pasLoB OCYLLECTBAANM C UCNOb30BaHWeM Habopa «TruSight
Cardio Sequencing Kit» (lllumina, CLUA), Brnouatowero
174 reHa, cBA3aHHbIX C pa3BUTUEM HacNefCTBEHHbIX 3abo-
NeBaHUI CepLeYHO-COCYANCTON cUCTeMbl. AHHOTMpOBaHKe
pe3ynbTaToB CEKBEHWUPOBAHUS MPOBOLUIIOCH C MOMOLLbBH
nporpammHoro obecneyvequs ANNOVAR [14]. OueHKka KnuHu-
YECKOM 3HAYMMOCTM HOBbLIX M PaHEE OMMCAHHBIX FeHeTUYe-
CKWX BapWaHTOB OCYLUECTB/IANACh COrNlacHO PeKOMeHAALMAM
ACMG 2015 r. [15]. PaccMaTpuBaeMble (haKTopbl BKIKOYaNIM
aHanu3 pacnpocTpaHeHHOCTU BbISIBNIEHHOMO FeHETMYECKOro
BapuaHTa B 60MibLUMX MONYNAUMOHHBIX Bbibopkax Genome
Aggregation Database (GnomaD); nokanusaumio B reHe u Tun
BapWaHTa; MPOrHo3 MaToreHHocTw in silico; oueHKy cTaTy-
ca NaToreHHOCTH B reHeTuuyeckux 6asax panHbix (ClinVar,
HGMD) 1 B peLeH3MpyeMbIX NUTEPATYPHbIX UCTOYHUKAX; Ha-
nnune GYHKUMOHANBHBIX UCCIe0BaHMIA; aHaNM3 AaHHbIX Ka-
CKafHOr0 CKPWUHMHIA ANs BbIICHEHWs Cerperalum BapuaHTa
c 3aboneBaHMeM BHYTPU ceMbM. [IarHoCTUYECKU 3HAUYNUMBI-
MW cumTanu natoreHHble (V Knacc) M BepoSTHO NaToreHHble
(IV knacc) reHeTuyeCKVe BapuaHTbl. B aHanu3 BKITOYeHbI TaK-
Ke BapuaHTbl C HeonpeaeieHHoM KIIMHUYECKOH 3HAUMMOCTbIO
(variant of uncertain significance — VUS, Ill knacc), narto-
reHHble No npeauKTopam in silico, yacToTa BCTpe4aeMocTH
KOTOpbIX B NOMYNALUMOHHBIX 6a3ax (GnomaD) He npeBbiwana
0,01 %.

Cratuctyeckas obpaboTka MOAYYeHHbIX pe3ynbTaToB
NpoBoAMIaCch C UCMO/b30BaHMEM MaKeTa NPUKIagHbIX Npo-
rpamm Statsoft Statistica Bepcus 12.0 n Microsoft Excel 2021.
KonuuyecTBeHHble NOKasaTenu npencTaBneHbl MeAMaHou
n kBaptunamu B Buae Me [LQ; UQ]. KayectBeHHbIe NoKasa-
TENM ONUCcaHbl aOCONMKTHBIMU 3HAYEHNAMM U [LONSIMU B NMpO-
ueHTax (n (%)).

PE3YJIbTATbI

O6cneposaHo 20 mauueHtoB (10 eHwmH, 10 Myx-
YnH, MeaMaHa Bo3pacTa 36 [28; 44] net) ¢ HOC, obycnos-
neHHoit UOXK, c nocneaytowwen ycnewHoi peaHuMaumeit
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u umnnanTaumein UK. MpeAwwecTsylowme cMHKone B aHaM-
Hese Oblm y 16 u3 20 (80 %) naumenTos. Y 4 (20 %) na-
LMEHTOB B CEMENHOM aHaMHe3e 3aperucTpupoBaHbl Clyyau
BCC y 6nmskux poactBeHHMKOB (Tabn. 1). KnMHUKO-MHCTpY-
MeHTanbHas XapaKTepuUCTMKA MaUMEeHTOB NpejcTaBneHa
B Tabnuue 2.

lMpu reHoTunmpoBaHun naumeHToB MeTogoM NGS
y 4 (20 %) nauWeHTOB BbISBJIEHbI BEPOSITHO MAaTOrEHHbIE
BapuaHTbl (Tabn. 3), a 'y 7 (35 %) npobaHaoB — 3aMeHbl
C HeM3BECTHOM KIMHMYecKoM 3HaumMocTblo (Il Knacc narto-
reHHoctn) B 10 reHax, accouMMpOBaHHBIX C KaHanonaTtus-
Mu (KCNQ1, KCNH2, SCN5A, AKAP9, ANK2, SCN10A, RYR2)
U Kapavommonatuamu (MYH7, JPH2, RBMZ20). CoyeTaHue
HECKOJbKUX FeHETUYECKUX BapuaHTOB 0bHapyKeHo B 3 cny-
yasx. ¥ 9 (45 %) u3 20 npobaHA0B 3HAYUMBIX FEHETUYECKUX
M3MEHEHMIA He BLISIBNEHO.

KnuHuueckuin auarHo3 6bin ycTaHoBMIEH B nepuof, no-
cnefyloLLero HabnoaeHNa Npu KOMNNEKCHOM obcnenoBaHUK
1 BepudUUMPOBaH B pe3yfbTaTe reHeTUyeckoro obcnesoBa-
Hua y 5 (25 %) naumeHToB (Koabl 873c, 15M, 732, 799, 642¢).
Mpun aHanuse cepum KT y 1 M3 HUX BbISBNEHO YAAMHEHME
uHtepeana QTc > 480 mc (kop 873c); y 2 — natTepH bpy-
raga (Kogbl 732, 799); ewe y 1 (Koa 15M) — yKopodeHue
untepeana QTc no 323 Mc. Y 2 naumeHToB (koawl 816, 868c)
BbISIB/IEHbI CYOKMMHMYECKUE CTPYKTYPHbIE M3MEHEHMS, acCo-
LMMpOoBaHHble ¢ Kapanommonatuamu. Y 15 (75 %) naumeHToB
He yAanocb YCTaHOBUTb SIBHOTO K/MHMYECKOro deHoTuna
(kombl 829, 586, 543, 642c, 590, 868c, 644, 647, 629, 612,
729, 805, 574, 648c, 782). Y 6 (30 %) v3 Hux (kogbl 829, 586,
543, 642c, 590, 868c) ouarHo3 bbin yTouHeH bnarogaps 06-
HapyXeHHbIM FeHETUYECKUM BapuaHTaM.

Hambonee yacto cpeam nauventoB ¢ HOC, obycnosnen-
Ho O}, 0BHapyHMBanu reHeTUYECKME U3MEHEHWS, CBA3aH-
Hble ¢ LQTS (30 %), npu atom yanuHenne QTc Habniopanu
TONbKO y npobaHaa 873c (KeHwMHa, 48 net) c BapuaHTOM
B reHe KCNHZ2 (puc. 1). 3aboneBaHne MaHudecTMpoBano
B Bo3pacTe 48 net ocTaHOBKOW cepAua C YCreLIHon cepaey-
HO-Nero4YHoN peaHMMaLen 1 nocneaytoLLen UMNNaHTaLmen
WMKL. Ha cepum KT 3a nocneaHuin ro He 3aperncTpupoBaHbl
u3MeHeHus Mopdonorun 3ybua T u yAnMHEHWE MHTepBana
QTc (420-440 mc). Ha onHoit u3 3KT, coenaHHoi rog, Hasan,
BbIfBNEHO yanuHeHue QTc go 482 Mc. pu 3ToM cMHKONanb-
Hble ¥ MPECUHKONaNbHbIE COCTOAHUS MaLMEeHTKa oTMevana
B TeueHue 3 feT. C y4eToM JaHHbIX reHOTUNMPOBaHUS Bbin
ycTaHoBneH auarHo3 LQTS tmn 2.

BapuaHTbI ¢ HeonpeeneHHoM KIMHUYECKOM 3HAYUMOCTbIO
B 15 1 38 3k3oHax reHa ANKZ, KoaupyioLiero aaanTepHblit
0enoK aHKMpuH B, BbISBNEHbI Y 2 HEPOACTBEHHBIX NPobaHa0B
MYIKCKOro nosa (kogpbl 543, 586). 0ba nauueHTa He UMen
OTArOLLEHHOro CEMEHOro aHaMHe3a W YAJIMHEeHWUs UHTepBa-
na QTc Ha cepumn 3KI (MepuaHa QTc 407,5 [375; 440] mc).
Y naumeHToB Habmoganuch peLmavBUpylOLLIME CUHKOMANb-
Hble cocTosHuA Ao passutua O, Tpebytowme peaHuMauy-
OHHbIX MeponpuaThi 1 uMnnaHTaumn UKL, Y npobanpa 543
(MyumHa, 43 ropa) c 3ameHon p.Thr4a66Met B reHe ANK2
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Tabnuua 2. KnMHUKO-UHCTPYMEHTaNbHas XapaKTepUCTHKa NaLMEHTOB C HeoObACHMMOI 0CTaHOBKOI cepaLa

MNapameTpbi

I'pynna naumentos ¢ HOC (n = 20)

KnuHuueckue napameTpbl

Bo3pacT noctaHoBKu auarHosa, net, Me [LQ; UQ] 36 [28; 44]
Bo3spact MaHudecTaumm 3aboneBanus, net, Me [LQ; UQ] 35 [27; 41]
Mon, n (%)
JKEHCKMIA 10 (50)
MYCKOM 10 (50)
BHesanHas cepaeyHas cMepTb B ceMeliHOM aHaMHe3e, n (%) 4 (20)
Cuurxone, n (%) 16 (80)
Kmvnuueckuin peHotun, n (%)
LATS 4 (20)
SQTs 1(5)
CvnapoM bpyraga 2 (10)
KIMKT 1(5)
HeIKJTHK 1(5)
N 11 (55)

QTc max, Me [LQ; UQ]

420 [380; 450]

Mapametpebl TT3

OB JIXK, %, Me [LQ; UQ]
nOJM, mn/m2, Me [LQ; UQ]
KOP JIXK, mm, Me [LQ; UQ]
KCP /X, mm, Me [LG; UQ]
K0 JIX, mn, Me [L@; UQ]
KCO JIX, mn, Me [LQ; UQ]
CLJTA, MM pr. cT., Me [LQ; UQ]

58 [56; 63]
34 [30; 38]
50 [48; 53]
31 [30; 34]
112 [106; 135]

49 [36; 56]
21 [20; 23]

[pumeyarue: LTS — cuHapoM yanuHeHHoro uiTepsana QT; SATS — cuHapoM ykopoueHHoro uHTepsana QT; KIMKT — katexonamMuHepriyeckas nonu-
MopHas xenynoukosas Taxukapans; NOX — nanonatnyeckas gubpunnsauus xenynoukos; HeIK/TK — HeaunataumnoHHas KapavoMMonaTus NeBoro
enynouka; QTc — KoppurupoBaHHbii uiTepsan QT; TT3 — TpaHcTopakanbHas 3xokapauorpadus; OB JIXK — dpakums BbIbpoca NeBoro xenyaouKa;
1O — uHpekc obbeMa nesoro npeacepams; KIP JIH — koHeuHo-auacTonuueckuii pasmep nesoro xenypodka; KCP JIX — KoHeuHo-cucTonmueckuit
pa3sMep nesoro xenynouka; K0 JIX — KoHeuHo-amnactonuueckuit 0bbem nesoro xenyaoyka; KCO JI — KoHeYHO-CMCTONMYECKUIn 00beM NIEBOrO
xenynouka; CAJIA — cuctonnyeckoe paeneHue neroyHon aptepum; HOC — HeobbscHMMas ocTaHoBKa cepaua.

3a NepuoA AanbHeiiwero 8-netHero HabntoaeHus 3 pasa
passuBanucb nonumopdHble XT/OX, kynupyemblie MK,
3 pasa BbinonHeHa 3amMeHa UK. B TeyeHmne nocnegHux 2 net
3MM30/bl CUHKOMANbHBIX COCTOSHWIA U MHOTOKPATHBIX LUTOP-
MoB MK/, npuBOASALLMX K peaHUMALMOHHBIM MEpPOMNpPUATUAM,
He noBTopANuChb. C y4yeTOM pe3ynbTaToB FeHOTUNMUPOBAHMS
nauWeHTaM YCTaHOB/IEH MarHo3: uamonatuyeckas Gubpun-
NALUMA KenyaouKoB, BEPOATHO 0ByCnoBAeHHas MyTauusammu
B reHe aHKUpUHa.

Y npobaHaa 829 (KeHwwmHa, 44 rofa) ¢ HOBbIM BapUaH-
ToM B reHe AKAPY, ceMeitHbldi aHamHe3 He oTaroweH BCC
1 Ha cepum KT HeT yanuHenns nxtepeana Q7. 3abonesaHue
MaHudecTMpoBano B 44 rofa ocTaHOBKOW cepaLa, 0bycnoB-
nenHoii @}, ¢ ycnewHbIM NpoBeeHUEM peaHUMaLMOHHBIX
MeponpuaThiA 1 uMnnanTaumeir UKL, Mpu CM 3KT 3aperu-
cTpupoBaHbl Yactas H3C, ycToiumBble 1 HeycToWYMBbIE Na-
pokcuaMbl T (puc. 2). CTpYKTYpHBIX HapyLUEHW MUOKapAa
MNPy KOMMNJIEKCHOM 06Cnefj0BaHUM Y NaLUMEHTKU He BbisiBMe-
Ho. C y4eToM [aHHbIX FeHOTUNMpOBaHWA bbin ycTaHOBNEH
AvarHo3: Gubpunnsauma enynoykos, obycnoeneHHas Ba-
puaHToM B reHe AKAP9. OgHako nocnefytolee npoBefeHne
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KaCKafHOr0 CKPWHMHra cbiHa (32 roga) v aouvepu (25 ner)
npobaHaa MeTofOM NpsSMOro cexBeHWpoBaHua no CaHrepy
He MO3BOJIUIO0 OKOHYATESbHO YCTaHOBUTb NaTOreHHYH 3HauK-
MOCTb HOBOIO BapWaHTa Ha JaHHbIA MOMEHT, MOCKOMbKY 0ba
pebeHKa ABNAKTCA HOCUTENAMM TOW e 3ameHbl C.8747C>T
B reHe AKAPY, Ho He uMenu muaMeHeHuin Ha 3KI n gpyrux
K/IMHUYECKUX NPOSIBNEHUIA. PeKoMeH0BaHO NepuoauyecKkoe
HabniofeHne y Kapavonora BBUAY HEMOHOW NeHeTpaHTHo-
cTv 3abonieBaHMst U NATOreHHOCTM BapuaHTa COJlacHO Mpo-
THOCTUYECKMM npeauKTopaM in silico.

OctaHoBKa cepaua, 0bycnoneHHas passutueM UOX
U nocnenywowei umnnaHtauuen MKJ, 6bina 3apeructpu-
POBaHa eLLe Y 4 reHoTMN-0TpULLATENbHBIX MALMEHTOB (KOab!
644, 647, 629, 574) c norpaHMYHbIMM 3HayeHuaMK QTc (Me-
[vaHa 465 [460; 4771) Ha 3KT. KpoMe Toro, y 2 13 Hux B ce-
MeWHOM aHaMHe3e umenacb BCC, yto yka3biBano Ha fBHO
HacneaCTBEHHbIN xapaKTep 3aboneBaHus (tabn. 1).

Y 2 naumentoB (10 %) 3aboneBaHue MaHudecTupoBano
passutveM MOX c ycnewHbIM npoBefieHMeM peaHMMaLy-
OHHbIX MeponpuaTMiA U umnnanTauvein UKL, npu nocne-
AyolieM HabniofeHuu BbisBNeH nattepH bpyraga Ha KT
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Puc. 1. 3nektpokapanorpamma B 12 oTBefieHmsx npobaHaa 873c. YanmHeHHblii uitepean QTc — 482 Mc, 3KenyA04KoBas 3KCTPAcUCTOMS
(KpacHbIn annmnc)

Puc. 2. DparMeHT CyTOYHOTO MOHUTOPUPOBAHMA 3MIEKTPOKAPAMOrpaMMbI NaumeHTKY 829. XenyaouKoBas IKCTPACUCTONMA U HeYCTOMUMBbIE
MapOKCU3Mbl KeNyA04YKOBOM TaxMKapanmu

W O

+SCN5A I +SCN5A @ — nvarkocTvposana BrS
+JUP —-Jup +/— — Hannume/oTcyTcTBME MyTauum B reHax SCN5A n JUP

N

O — HeT npu3HaKoB 3abonesanusa

BCC — BHe3anHas cepaeyHas cMepTb

+ SCN5A
=JUP

Puc. 3. PopocnosHas cembu npobanaa 799 ¢ mytaumsamu p.GlusBlys B reHe SCN5A v p.Alal43Thr B reHe JUP. TNpobaHa 0bo3HaueH
CTPEnKoiA. JLa ¢ KIMHMYECKUMM NPOSBNIEHNAMM 3a00NeBaHMs 0603HaYeHbI 3aLUTPUXOBAHHBIMU CYMBONAMU
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Tabnuua 3. MeHeTUYeCKas XapaKTepUCTUKA BapUaHTOB Y MaLMEHTOB C MAMONATUYECKOH GUOPUNNALIMEN eNyLo4KOoB

Kop Fen H oTMIH vena R AMUWHOKUCNOTHas 3a- Knacc YacTota MMHOpHOrO
naumeHTa € YKNEOTUAHaSA 3aMeHa KS MeHa BapMuaHTa annens (GnomabD)
873c KCNH2 erinantl p.Thr983lle LPVUS 0,00001983
829 AKAP9 B p.Thr2916lle VUS* -
586 ANK2 g p.Ala30546ly vUS 0,00001363
543 ANK2 rs‘;;g%g;gz p.Thrhé6Met VUS 0,00005373
15w Kenar ettt p.Asp611Asn vUS 0,000072
. SCN5A C.1626>A, rs199473048 0.6lutsLys LP 0,000039
JUP C.427G>A, rs375788626 0. Ala143Thr vUS 0,00009858
732 SCN10A C5216 AT, 1s760863009 p.Asp1739Val vUS 0,000014
642c RYR2 C.14876G>A rs794728811 0. Arg49596in PILP -
590 cacnare  COWRIAISISLAMLBCCAACATEAR b 5181 1delinsSNANIN vUS 0,000012
. MYH7 C 4984CST rsT73977507 p.Arg1662Cys vUS 0,000007955
RBM20 €.2656-1G>A CrnancuHr LP* -
868 JPH2 ¢.1275C>A rs2145840509 p.Asp425Glu VUS -
C
KCNAS CAITASC rsT48629738 0.Asp166Ala vUS 0,0001221

[pumeyaHue: * — HoBbIi BapKaHT; P — natoreHHbIN BapuaHT; LP — BeposTHO natoreHHbIit BapuaHT; VUS — BapuaHT ¢ HeonpefeneHHoi 3Ha4MMOoCTbIO.

Y npobanga 799 (MyxumHa, 41 roa) B ceMelMHOM aHaMHe3e
obina BCC y otua B Bo3pacte 28 neT (puc. 3). CuHKonanbHble
cocTosHWa npobaHp ucnbiTbiBan B TeyeHWe OHA Be3 cBA3M
C GuM3nYecKon Harpy3koW, HOYbK MPOM30LLIA OCTAHOBKA
cepaua. Ha IKI 3admKkcnpoBaH cnoHTaHHbIM naTTepH bpyra-
aa n 1. MNpu panbHenwem HabnoaeHnn Ha KT natTepHa
Bpyrana He Habnoganu, perucTpupoBany CUHYCOBBIA PUTM
¢ YCC 68 ya/MuH, npopomkuTensHocTb MHTepBana PQ 110 Mc,
untepsana QTc 380 mc, QRS 120 mc. MNpu reHoTMNUpoBaHUM
BbISIB/IEH BEPOATHO NaTOreHHbIi BapuaHT p.GlusBLys B renHe
SCN5A v pononnuTensHas 3aMeHa B reHe JUP, accouumpo-
BaHHOM C apuTMOreHHOW KapavoMuonaTveid mpaBoro Xxeny-
pouka (AKIMK).

Mpn MPT cepaua CTPYKTYpPHbIX WM3MEHEHUA MWOKap-
Aa He BbiABNEHO M AaHHbIX 3a AKIK Het. C yyeTom aaH-
HbIX FeHOTUMMUPOBaHWA OblN YCTAHOBNEH [AMarHo3: CUHAPOM
Bpyrapa. Mpu KackapHOM CKpWHWHre y Mnapwero bparta
(31 rom) n poyepu (10 net) npobaHaa BbiSIBNEH BapuaHT
B reHe SCN5A. 3ameHa B reHe JUP y oboux oTtcyTcTBOBana,
Mpu 3TOM y A04epy HabnofalTCa CMHKONaNbHbIE COCTOSHNS,
a y Mnaguwero bpata Ha AaHHbIA MOMEHT KITMHUYECKOE Teye-
Hue beccuMnToMHoE.

Y naumeHTkM 732 (xeHwmHa, 55 net), 6e3 cemeii-
Horo aHamHe3a BCC, nocTynuBlueit B peaHWMaLMOHHOE
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0TZeNeHuUe C OCTAHOBKOM cepaLa, bblna 3aperncTpupoBaHa
OX, snocneacteum umnnantuposad UK. Ha cepusax 3KI
bbin obHapyxeH nattepH bpyraga tun 1 (puc. 4). Mpu re-
HOTUNWPOBaHWW BbisiBNeHa 3aMeHa p.Asp1739Val B reHe
SCN10A, KooupyloweM HeMpOHaNbHbLIA HaTpUeBbIW KaHan
(Nav1.8) u cBsizaHHbIM ¢ cMHApoMoM bpyraga, uto 6bino
[0Ka3aHo B Xofie HeJaBHUX MOSIHOrEHOMHbIX accoLMaTMB-
HbIX MCCNefoBaHuiA. B uacTHoCcTU, NpoAeMOHCTPUPOBAHO
CX0ACTBO B EHOTMMAX MEXAY NauMeHTaMW C BapuUaHTOM
B reHe SCNT0A c BapuaHTtamu B reHe SCN5A, Bkntovas ce-
MEWHbI aHaMHe3, HafIniMe CMHKOMe, CMOHTaHHbIA NaTTepH
Ha 3KI [16].

Y naumeHTa 642c (MyumuHa, 15 net) 3aboneBaHne Ma-
HudecTmpoBano B Bo3pacTe 15 NneT pa3BUTUEM OCTAHOBKM
CepLeYH0-COCYIUCTON AEATENbHOCTM Ha doHe nonumopd-
Hon XT/OX (puc. 5), npoBefeHbl ycnelwHble peaHMMaLy-
OHHble MeponpusaTus U umnnaiTuposaH UK/ ¢ uenbto BTO-
pvuHoii npodmnaktukn BCC. MMpu reHotunupoBaHumn bbina
BbISIBNIEHA naToreHHas Mytaums c.14876G>A (p.Arg4959Gln,
rs794728811) B reHe RYRZ2. C yyeToM pesynbTatoB reHoTH-
nupoBaHus 6bin yctaHoBneH auarHos KIMKT. Y matepu npo-
baHpa bbina obHapyXeHa Takas e MyTaums, KIIMHUYECKH
NPOSBMBLUASACSA MPECMHKONANbHBIMU COCTOSIHUAIMU U Cceph-
LebreHusaMM.
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Puc. 4. 3nektpokapavorpamma B 12 oTBefieHusix naumeHTa 732 ¢ natrepHoM bpyraga 1 Tuna («coved») co «cBopuatoi» aneBaumeit
cermenTa ST bonee 2 MM B oTBefieHuax V1-V2, 3a KoTopoi cneayeT oTpuuaTenbHbIn 3ybel T

Puc. 5. ®parMeHT CyTOUHOrO MOHMTOPUPOBAHMS 3NEKTPOKAPAMOTPaMMbI NaLmMeHTa 642¢. PaHHAS esy[A0uKoBas SKCTpacucToNa no Tuny
«R Ha T» (KpacHas 3Be3[,04Ka) MHULMMPOBaNa NaPOKCU3M XKeNy[0YKOBO! TaxMKapAuM ¢ TpaHcdopMaumeil B UBPUNNALMIO JKeNy[ouKOB
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Puc. 6. 2D Speckle Tracking axoxkapavorpamma naumeHTa 816. InobanbHas npofonbHas AedopMaums neBoro xenyaodka —13,6 %

Y naumenta 590 (MyxumHa, 21 roa) nocne 0oCTaHOBKM
cepaua U ycreLuHol peaHuMaumu ¢ NocnesyoLwen UMnNaH-
Taumei MK/ npu KOMNNeKCHOM KITMHUYECKOM 06Ce10BaHMM
He BbiN0 BbISIBNIEHO CTPYKTYPHBIX HapyLUEHWUI U U3MEHEHMIA
Ha 3KT. MNpu reHoTMNMpPOBaHWM 06HapYKEH BapuaHT B reHe
CACNAIC, kopmpyrowieM anbga-cybbeanHuLy KanbLMeBoro
KaHana L-tuna (CAV1.2) u accoumnpoBaHHbIA C pasnnM4HbIMU
KaHanonaruamu u cuHapoMoM TumoTu. Mi3amMeHeHmii Ha cepum
JKI He BbifBNeHO. TakKe He OTMEUEHO CUHAAKTUAMM, KOr-
HWUTUBHBIX HapYLUEHWUH, NMLLEBOT0 AMCMOPHU3Ma UK ApYruX
HEKapAManbHBIX XapaKTEPUCTUK, YKa3bIBAIOLLMX HA CUHAPOM
Tumotn.

CnegnyeT oTMeTUTb, YTO Y 2 naumeHToB ¢ MOX obHapy-
JKEHbl BapuaHTbl B reHax, CBA3aHHbIX C Pa3BUTMEM Kapamo-
MuonaTuid. Tak, y naumenTa 816 (MyxuuHa, 19 net) npm oT-
CYTCTBMM Ha MOMEHT 06CNe0BaHUA CTPYKTYPHBIX HApYLLIEHW
MUOKapAa, no aaHHbiM 3xoKI u MPT cepaua, obHapyxeHbl
BapuaHThbl B reHax RBM20 n MYH7, accoumMmpoBaHHbIe C He-
CKONbKUMU KapAMOMUONATUAMM, BKIYas (eHoTUn auna-
TaUMOHHOW KapAMOMMONaTUM UM HeAMnaTaLMoHHON Kap-
pavoMmmonatum nesoro xenypodka (He[KJTK). Ha momeHt
npousowwepuero cobbitus (PX) naumeHT He UMen sBHOTO
K/MHM4ecKoro deHotuna. B cemeitHoM anamuese BCC y marte-
pu B Bo3pacTe 33 ner. [pn fanbHenwweM HabntoaeHnn (Yepes
2 roga) no aaHHbIM 2D-Strain IxoKI BbIsBNEHO yMepeHHoe
CHWXeHWe rnobanbHoi NpoponbHoi fedopmMaumm (—13,6 %)
(puc. 6), oTcyTcTBMe amnatauum JIXK, uto NoaTBEpHAAET Ha-
Nume Kapavommonatuu. B pesynbtate auarHos UOXK us-
MeHeH Ha He[JKJT}K. ¥ npobanaa 868c (KeHwmHa, 36 neT)
MpM OTCYTCTBUM CTPYKTYPHBIX HApYLUEHMI MMOKapAa, No AaH-
HbIM IxoKI n MPT cepaua, obHapyKeHbl BapuaHThl B reHax
JPH2, accoummpoBaHHbIn ¢ KapavoMuonatuamm, u B KCNAS,
CBA3aHHbLIN C ceMeiHoi hopMoii GUbpunnALMM npeacepauii.
Ha cepum 3K nameHeHnsa mopdonorum 3ybua T, yanmHeHus
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uHTepBana QTc He 3apeructpupoBaHo (QTc 420-440Mc).
B aHamHe3se 1 no gaHHbiM CM 3KI pubpunnaumm npeacep-
[Vii He 0BHapyxeHo. Y ee pOACTBEHHUKOB [aHHbIX O HAMYMK
KapAMOMMONATUM U CEpPAEYHOI KaHaNonaTun He BbISBNEHO.
Ha paHHbI MOMEHT Y NaLMeHTKU MOXKHO 3anoAo3puTb Ha-
nn4une cyOKIMHMYECKUX CTPYKTYPHBIX HApYLLEHMIA MUOKapAa,
ONs YTOUHEHNs guarHosa Tpebyertca AMHaMmuyeckoe Habnio-
LEeHve.

Takum obpasoM, B 0b6cnegoBaHHol rpynne nauueHToB
¢ HOC, obycnoeneHHoi passuteM O, KMHUYeCKUI de-
HOTUM acCOLMMUPOBAH C FEHETUYECKUMU U3MeHeHUaMU Y 11
(konbl 873c, 829, 586, 543, 15M, 732, 799, 642c, 816, 868c,
590) u3 20 (55 %). MaToreHHble BapuaHTbl 06HapYKeHbI B re-
Hax, accoummpoBaHblx ¢ LQTS, SQATS, cuHapomoM bpyraaa,
KIMTKT n cybknmHnyeckumMm nposiBNEHUAMM pasimnyHbIX Kap-
AvoMmronaTui.

OBCYXEHUE

B HacToswem uccneposaium B rpynne u3 20 naumeHTos
C nepBoHavanbHbIM guarHo3oM VKT, nepeHeclumnx Heobbsic-
HWUMYI0 OCTAHOBKY cepfua, KiuHudeckuid auarHos NOX 6bin
YTO4YHEH B Xofe reHeTudeckoro mccnegosanus y 11 (55 %).
Mpy reHeTyeckom TecTupoBaHuu Y 4 (20 %) naumeHToB Obinn
BbISIB/IeHbI BEPOAITHO MaToreHHble BapuaHThl B reHax KCNH2Z,
SCN5A, RYR2, RBM20, y 7 (35 %) npobaHmoB — reHeTuue-
CKME U3MEHEHWS C HEW3BECTHOM KIIMHUYECKON 3HAUMMOCTbLIO
B 10 reHax, accoLMmMpoBaHHbIX C pa3U4HbIMU KaHaNonaTUAMm
u Kapanomuonatuamu. Y 9 (45 %) u3 20 npobaHpoB 3Haum-
MbIX FEHETUYECKUX U3MEHEHWI He BbISBNIEHO, X0TA Y 4 Ha KT
perucTpupoBanu morpaHnyHble 3HaueHust A7c ny 2 U3 HUX
B CeMelHOM aHaMHe3e umenacb BCC. Bo3moxkHo, oTcyTcTBue
reHeTUYECKUX HapYLUEHWUHA Y 3TUX NALMEHTOB MOXET ObITb CBS-
3aHO C JIOKanu3aumeil OWUarHOCTUMECKW 3HAYMMbIX MyTaLuil
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B 06,1aCTM MHTPOHOB WU B APYIMX reHax, He BOLUEALLIMX B UC-
Cef0BaTeNbCKY NaHesb, Mbo 310 bbian 0bLMpHbIe aene-
LK, BoisiBNeHMe KoTopbix MeTofoM NGS 3atpyaHeHo.

Haubonee uacto cpean naumeHTOB € HeobbACHMMOW
OCTaHOBKOW CepALa Mpu reHoTUNMpOBaHUM 06HapyKuBa-
NN TeHeTUYecKue M3MeHeHus, casaHHble ¢ LATS (30 %),
npy 3TOM ToNMbKO Y 1 naumeHTa ¢ MyTaumen B reHe KCNH2
JKT peructpuposanu yanuHenne QTc po 500 Mc. Y octans-
HbIX NaLMEeHTOB ¢ 3aMeHamu B reHe ANKZ2 v MyTaumeii B reHe
AKAP9 wHtepsan QTc He npesbiwan 440 mc. MatoreHHas My-
Tauus B reHe CACNATC TaKKe He COnpoBOXAanach yaamHe-
HueM unTepBana Q7c v ApyruMmM HeKapaWanbHLIMU NPosiBAe-
HWAMM, YKa3blBaKOLLMX Ha cUHApOM TumoTu. B cBA3m ¢ 3TuMm
YCTaHOB/IEHWE [MarHo3a Ha paHHeW cTaguv [0 pas3BUTUA
JU3HEYrPOXKaloLLero apuTMUYECKoro cobbitusa 6e3 reHoTn-
NUPOBaHWA ObINO 3aTpyAHEHO.

Knunnyeckuin deqotun KIMKT y npobanpa 642¢ fo 15 net
He NpOSIBNANCA Pa3BUTUEM XapaKTEpPHOW AN AaHHOW MaTo-
norum nonmMopdHoii HeycToitumeoi T, BbI3BaHHOW (uU3N-
YECKOM Harpy3kon unu amouusamu. bnarogaps nposegeHuio
reHeTUYECKOro TECTUPOBaHMA Nocie pa3suTus cobbitis bbina
obHapy»xeHa MyTauus B reHe RYRZ, 4To No3BOAMN0 U3MEHUTD
amnarHo3 Ha KIDKT.

Y 2 naumeHToB, y KoTOpbIX 3aboneBaHWe MaHUdECTUPO-
Bano passuteM O, npu reHoTMNMPOBaHUM BhISBNEHBI Be-
POSATHO MaTOreHHbIN BapuaHT B reHe SCNSA 1 3aMeHa B reHe
SCNTO0A. CnoHTaHHbIM natTepH bpyrapa Ha 3KI 6bin 3ape-
TUCTPUPOBAH B MOMEHT Pa3BUTUS apUTMUYECKOro CobbITus
¥ B panbHeiiwem Ha cepumn KT He pernctpupoBancs. bnaro-
[.aps reHeTM4eCcKoMy uccnefoBanmio auarHos O nsmenen
Ha cunapom bpyrapa.

NHTepecHo OTMETUTb, YTO MPW FEHOTMNMPOBAHUW NaLy-
eHToB ¢ DMK bbinm BhisBNEHbI FeHETUYECKWE BapUaHTLI, ac-
COLMMPOBaHHbIE C KapAMOMMUONATUAMM, OJHAKO HAa MOMEHT
npousoLweaLero cobbitus (OX) nauneHTb He UMeNW ABHOIO
K/MHWYeCKoro deHoTuna.

B uenoM, reHeTyeckoe TecTMpoBaHWe B rpynne nauu-
eHToB, nepeHecwux HOC, BbISBUNO NaToreHHbI / BEPOATHO
naToreHHbIn BapuaHT B 20 % cnyyaes. 3T AaHHble unnto-
CTPUpYIOT QEHOMEH, COrNIacHO KOTOPOMY reHeTMYecKoe 3a-
boneBaHmMe cepALia MOXET NPOSBAATLCA B BUAE YTPOXKaloLLel
YKU3HM apUTMUM [LaXKe NpU OTCYTCTBUM IBHOTO KITMHUYECKOTO
teHotuna. Mo3ToMy BaXHO NpOBeAEHME FEHETUYECKOro Te-
CTMPOBaHWA Y NauueHToB, nepeHeciumx HOC/UDXK. Crneayet
MOAYEPKHYTb, YTO UAEHTUDUKALMS KIIMHUYECKOTO (eHOTH-
na y reHoTUNMpOBaHHbIX NPobaHA0B BefeT K 0bHapyXKeHMIo
bonbluero KonMyecTsa NaToreHHbIX BapUaHTOB, MOCKOJbKY
BbIIBJIEHHbIE Y MaLUMEHTa reHeTUYecKUe W3MEHEHUS Mo-
3BONSAIOT NPOBOAUTL KACKaAHbIA CKPUHWHI YNEHOB CEMBM,
B XOfle KOTOPOro MEeTO0M CerperauyoHHOro aHanusa Bo3-
MOXHO MOLTBEPIKLEHNE NATOFEHHOCTU HEKOTOPbIX BapuaH-
TOB C HEU3BECTHOM KJIMHUYECKONM 3HAYMMOCTbIO, B TO BpeEMS
KaK y maumeHToB 6e3 naeHTMhMLMPYEMOro KIMHUYECKOro
(eHoTUNa pe3ynbTaTbl TECTUPOBAHWUA MOTYT OCTaBaTbCA OT-
puuatenbHbiMm [17].
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B 10 e BpeMs BapuaHTbl VUS ocTaloTcs ofHOI M3 CNOX-
HbIX MPo6/1eM B KIIMHUYECKON MPAKTUKE, PeLleHWe KOTopOi
TpebyeT 3HaUUTENLHOTO BpPeMeHM, pecypcoB U onbita [18].
Mpn reHotunupoBaHuu naumeHtoB VUS o6HapyKeHbl
B 7 (35 %) cnyyaes. OnybnvKoBaHHbIE MCCNEAOBaHMA Mone-
KyNSPHOI ayToncuv C UCMosib30BaHMeM 6oMbluMX NaHenew
FEHOB MPW WUCCNELOBaHUM CUHAPOMA BHE3amHOW apUTMU-
UECKOM CMEepTM, KOTOPbIA MOXHO paccMaTpuBaTh KaK 3KBU-
BaneHT HOC/MOXK, nokasanu conoctaBuMble pe3ynbTarbl.
L.M. Nunn u coaBT. coobwumnm o BbisiBneHuu B 29 % cnyda-
€B BEPOAITHO MaTOreHHbIX BapuaHToB M B 34 % — BapuaH-
TOB HEW3BECTHOW 3HAUMMOCTU NpU WUCMOb30BaHUKM NaHeu
13 135 reHos B rpynne u3 59 }KepTB CUHAPOMA BHE3aMHOM
aputMuyeckon cmepu [19]. R.D. Bagnall u coasr. [20] coob-
wmnm o 27 % 3dderTMBHOCTU TeCTMPOBaHMA 59 reHoB cpeay
113 cnyyaes HeobbscHumoid BCC.

Hawwu pe3ynbtathl NOKa3bIBaKT, YTO FeHETUYECKOe Te-
CTUPOBaHWUE PEKOMEH/0BAHO BCEM MaLMEHTaM, MEPEHECLIUM
HOC, KaK ¢ npu3HaKkaMm cepe4HO-COCYaUCTbIX 3ab0N1eBaHuUIA,
TaK u 6e3 Hux. [1ns onpefeneHns NOTEHLMANbLHON PO reHe-
TMYECKUX BapUaHTOB B CTpaTMMKaLMKU pUCKa HeobX0AMMBI
L0roCPOYHblE MPOrHOCTUYECKME MCCNefoBaHus 6onbLuoii
KOropTbl FEHOTUNMPOBaHHBIX NauMeHToB, nepeHecmx HOC,
W YIEHOB UX ceMeid. Jlydluee noHUMaHWe B3aMMoCBS3eli re-
HoTUMa U GeHoTMNa NO3BOJIUT YCTaHOBUTL BKIAL, BapuaHTOB
¢ VUS 1 0becneuntb bonee HafieKHbIe KPUTEPUM )1 OLLEHKM
NaToreHHOCTH.

3AKJIO4YEHUE

[laHHble Hallero MccnefoBaHUsS NOATBEPKAAIOT WUAEH
0 TOM, 4YT0 y NaumeHToB ¢ MO, nepeHecwmx HOC, B ocHoBe
3aboneBaHns [OBONLHO YacTo NieXaT CepAeyHas KaHano-
naTua uam cybKIMHUYECKWe NPOSIBNEHUS KapAMOMUONaTUK,
YTo AMKTYeT HeobXxoAWMOCTb NMPOBEAEHUS FEHETUYECKOro
TECTUPOBaHWUA Y 3TOW KaTeropuu maumeHToB. [pn reHoTH-
nupoBaHuM naumenToB, nepeHecwmx HOC, B 30 % cnyyaes
06HapyXMBanmM reHeTUYECKNE U3MEHEHNS, aCCOLMMPOBaHHbIE
c LQTS, npu atom untepBan QTc B 6onblMHCTBE cnyyaes
He npeBbiwan 440 Mc, B CBA3M C YeM YCTAHOB/IEHWE UArHo3a
Ha paHHemn CTagumn 0 PasBUTUA XM3HEYTPOXKAIOLLEro apuT-
MUYECKOro CobbITMSA 3aTpyAHEHO. MaeHTUdUKALMA OCHOBHO-
ro reHeTMYecKoro BapuaHTa, OTBETCTBEHHOMO 33 OCTaHOBKY
CepAua, MOXET MOMOYb YTOUYHWUTb KIIMHUYECKUE AMarHo3bl,
obecrneunTb UHAVMBUAYANBHOE NIeYeHMe U 06NerynTb Kackag-
HbIl CKPUHUHT APYTWX YEHOB CEMBW U3 PYNMbl PUCKa.

OrPAHMYEHUA UCCIIEQOBAHUA

[laHHoe wccrieoBaHWe WMMeeT psAf OrpaHWyeHuid. Yucno
BK/IIOYEHHBIX B HAcTOSILLEe MCCNie[0BaHUe NaLMEHTOB Dbl
OTHOCUTENLHO HEDOMBLUMM, YTO MpeaCcTaB/seT cobon HeoTb-
emMreMylo NpobneMy oNs UCCNenoBaHWI PeaKMX 3aboneBaHuiA.
B oKoHuaTeNbHYH0 rpynmny BOLLUM TONBKO BbXKUBLUME NALMEHTI,
nepeHeciume HOC, KoTopble 6bini HaNpaBeHb! HA FeHeTMYeCKoe
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TeCcTMpoBaHue. HaKoHeL, HenosHoTa KIIMHUYECKMX U reHeTUYe-
CKMX [laHHbIX 0 CEMbAX MeLLAeT bosee TOYHO UHTEPNPETUPOBATL
BJINAHWE BbIABJIEHHbIX BAPUAHTOB, B TOM Yuciie C HEM3BECTHOM
Ha [AaHHbI MOMEHT KJIMHWMYECKOW 3Ha4MMOCTLIO.

AOMO/JIHUTE/IbHAA UHPOPMALIUA

3aknoueHne 3ITUYeCcKOro Komwreta. [IpoToKon wc-
CnefoBaHvsa bbin 040bpeH 3TnyeckuM KommutetToM WHcTuTyTa
FEHETVKW U umTonornn HauwmoHansHov akageMumn Hayk be-
napycy (npotokon N® 2 3acepganusa Komuteta no 61oatuke
ot 08.06.2021). ABTOpPbI MOY4MNM MNCbMEHHOE COracue 3a-
KOHHbIX MpefCcTaBuTeNelt NaLmMeHToB Ha nybnvKaumo Meau-
LIMHCKMX OaHHbIX 1 hoTorpaduit.

Bknap aBTopoB. Bce aBTOpbl BHECAM CYLLECTBEH-
Hbli BKNMaA B pa3paboTKy KoHUenuuw, MpoBedeHue uc-
ClefloBaHMA ¥ MOArOTOBKY CTaTbi, MPOYAM U 0aobpunu
GuHanbHyl0 Bepcvio nepend nybnukaumen. Brnap kaxpo-
ro astopa: C.M. KomuccapoBa — KoHUENUMs U Au3aiiH
WCCNeQO0BaHWsA, HamucaHWe TeKCTa, [AMHAMWYecKoe Ha-
bniopeHne 3a naumeHTamy; H.H. YakoBa — npoBeaeHune
W WHTepnpeTaLus pe3ynbTaToB TEHETUYECKOr0 aHanM3a
MaLMeHToB, HanucaHwe Tekcta; H.M. PuHeiickas — aHanus
MOJTyYeHHbIX AAHHbBIX, AMArHOCTUYECKUE UCCNeoBaHMS, Ha-
nucaHue TeKcTa, 0b63op nutepatypsl; C.C. HuasoBa — npo-
BEAEHNE W WHTEprpeTaumns pesynbTaToB reHeTUYECKOro
aHanu3a nauuenTos; T.B. [lonmaToBny — npoBedeHune 1 1H-
TepnpeTaLms pe3ynbTaTos reHeTUYECKOro aHanM3a NaLveHTos;
B.M. bapcykeBuy — AnHaMuyeckoe HabmoaeHWe 3a nalueH-
Tamu; J1.M. TNnalumHcKas — AMarHoCTUYECKME UCCIe[0BaHNA.

KoHbnuKT nHTepecoB. ABTOpLI AEKIapUpYIOT OTCYTCTBUE
ABHBIX M NOTEHLMANBHBIX KOHDMKTOB MHTEPECOB, CBA3aHHbIX
C NybsmMKaumen HacTosALLEN CTaTbu.
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[eHeTU4YEeCKUe MapKepbl U TPaAULMOHHbIE (haKTopbI
PUCKa B NPOrHO3MpoBaHMK (prbpunnsaummn npescepani
y NaLUEHTOB C apTepuasibHOU runepTeH3unen,

¢oKyC Ha reHbl peHUH-aHrMOTEH3UH-aNbA0CTEPOHOBON
CUCTEMDI

H.B. ByksanbHas', J1.B. Akybosa', A.B. Konbiuxuit', J1.B. Kexxyn', 0.B. lopuakosa’,
N.T. KopHeniok!, E.10. YepHeuxas?, B.A. CHexumuxmin’

! [PoAHEHCKWIA rocyAapCTBEHHbIA MeAMUMHCKWIA yHuBepcuTeT, MpoaHo, benapyce;
2 [opopcKas nonmkaukmka N2 3, MpoaHo, Benapycs

AHHOTALNA

AxtyanbHocTb. B passutve dubpunnauuv npeacepani npu apTepuanbHoil rMnepTeH3UM BOBIEYEHbI FEHETUYECKUE U Cpefio-
Bble QaKTopbl. 3T0 ONpefenseT aKTyanbHOCTb U3Y4EHUS FeHHO-CPEelOBbIX B3aMMOLENCTBUN NPW BO3HUKHOBEHUN apUTMUW.
Lienb uccnepoBaHus — oueHUTb BKIAL NONMMOPGU3MOB reHOB PeHWUH-aHMMOTEH3WH-abA0CTEPOHOBOM CUCTEMBI B Mpef-
PacnoNOKEHHOCTb K MOpUNAsALMM NpeAcepani Y NaLMUEHTOB C apTepUabHOMA MUNEPTEH3UEN, @ TAKIKE U3YYUTb COYETaHHOE
BAMsAHME AaHHbIX NOMMOPGU3MOB U CPEeAOBbLIX (HAKTOPOB Ha PUCK Pa3BUTUA apUTMUM.

Marepuansl n Metoabl. B nccnepgosanun yuactBoBamm 140 yenosek: 60 naumeHToB ¢ apTepuanbHOi runepTeH3ueit U na-
POKcu3ManbHol opMoii Gubpunnaumn npeacepani (uccnepyemas rpynna), 60 nauMeHTOB ¢ apTepuanbHON TMNepTeH3Mel
be3 ¢ubpunnaumm npeacepamn (rpynna cpaBHeHus 1) u 20 3a0poBbix L0OpoBONbLEB (Fpynna cpaBHeHUs 2). AHanu3 no-
numop®un3Ma reHa aHrmoTeHsuHNpespallaiowlero dpepmenta (ACE (/D)) v reHa peuentopa aHruoteHsuHa Il 1 tuna (AGTR]
(A1166C)) BoINONHEH METOA0M MOSIMMEPA3HOI LIEMHON peakLu B PEXMME PeasibHOr0 BPEMEHM.

Pesynbtatbl. [eHoTun |l v annenb | reHa ACE (I/D) y naumeHToB ¢ apTepuanbHo runepTeH3nen u pubpunnsaumv npeacepamii
BCTPeYanm1ch 3Ha4MMO Yallle Mo CPaBHEHMIO C MaLMeHTaMu C apTepuanbHoON runepTeHsueil 6e3 aputmun (x2 = 4,547; p = 0,03
nx?=4,818; p = 0,03 cootBetcTBeHHO). HocuTenbCTBo reHotuna Il y NaumMeHToB C apTepuaribHOM runepTeH3sven YBenunBeano
waHc pa3sutusa OI B 2,8 pasa (oTHoweHme waHcoB = 2,83; 95 % noseputentHbi uHTepsan 1,19-7,18). OTHoLeHMe WaHcoB
Pa3BUTMS apUTMUM Y NALMEHTOB C apTepuanbHOii runepTeH3vei u annenem | coctasuno 1,83 (95 % poBepuUTenbHbI UHTEp-
Ban 1,10-3,07). Hanuuue oxMpeHus y NaLMeHTOB C apTepuanbHoW runepTeH3uen B npucytcTeumn reHotuna Il rena ACE (I/D)
COMPOBOXAAN0Ch MNOBbILIEHNEM pUCKa pa3BuTUA GMbpUANALMM Npeacepamin, N0 CPABHEHMIO C Y4ETOM TONbKO reHoTuna (oT-
HOLLEHMe LWaHCoB = 4,16; 95 % poseputenbHbli uHtepean 1,16—19,87). Uccnegosanme nonmmopduama A7166C rena AGTR]
He BbISIBUO JOCTOBEPHO 3HAYMMON CBA3M MEX/Y ero HacnefoBaHUEM W pasBuTUeM GUOPUNNALMM Npeacepani.
3akuntouenue. l'eHotun Il v annens | reHa ACE (I/D) cTaTUCTUYECKM 3HAUMMO Yallle BCTPEYauUCh Y NaLMEHTOB C apTepuasnbHoM
runepTeH3ueil u pubpunnaumen npeacepauii. Hocutenbctso reHotuna Il v annenm | reqa ACE (I/D) yBenuumBano LwaHc pas-
BUTUA GUOPUNNALMM NpeAcepani y NaLMEHTOB C apTepuanbHOW runepTeH3veid. OKupeHre oKasbiBano 3HauuMoe BAUsHUE
Ha NpeapacnoNoXeHHOCTb K Gpubpunnsumv npeacepauii npu Hanuuauv reHotvna |l rena ACE (/D) y 6onbHbIX rUNepTOHMEN.

KnioueBble cnoBa: ¢ubpunnaums npefcepawi; apTepuanbHas rMNEPTEH3NS; PEHUH-aHMMOTEH3WUH-anb0CTepPOHOBAS
cucTeMa; nonMMopdu3M reHa; GakTop pUCKa, OXXUPEHMe.
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Genetic markers and traditional risk factors in predicting
atrial fibrillation in patients with arterial hypertension,
focus on the renin-angiotensin-aldosterone system
genes

Natalia V. Bukvalnaya', Ludmila V. Yakubova', Andrey V. Kapytski', Ludmila V. Kezhun',
Olga V. Gorchakova', Dmitriy G. Karnialiuk', Elizaveta Yu. Charnetskaya?, Viktor A. Snezhitskiy'

! Grodno State Medical University, Grodno, Belarus;
2 Grodno City Polyclinic No. 3, Grodno, Belarus

ABSTRACT

BACKGROUND: Genetic and environmental factors are involved in the development of atrial fibrillation in arterial hypertension.
This determines the relevance of studying gene-environment interactions in the occurrence of arrhythmia.

AIM: To evaluate the contribution of the renin-angiotensin-aldosterone system genes polymorphisms to the susceptibility to
atrial fibrillation in patients with arterial hypertension, and also to study the combined influence of these polymorphisms and
environmental factors on the risk of arrhythmia.

MATERIALS AND METHODS: The study included 60 patients with arterial hypertension and paroxysmal atrial fibrillation (study
group), 60 patients with arterial hypertension without atrial fibrillation (comparison group-1) and 20 healthy volunteers (com-
parison group-2). Angiotensin-converting enzyme (ACE (I/D)) and angiotensin Il type 1 receptor gene (AGTR1 (A1166C)) poly-
morphisms were analyzed by real-time polymerase chain reaction.

RESULTS: Genotype Il and allele | of the ACE gene (I/D) in patients with arterial hypertension and atrial fibrillation were signifi-
cantly more frequent compared to patients with arterial hypertension without arrhythmia (x? = 4.547; p = 0.03 and x? = 4.818;
p = 0.03 respectively). Carriage of genotype Il in patients with arterial hypertension increased the chance of developing atrial
fibrillation by 2.8 times (95% CI 1.19-7.18). The odds ratio (OR) for arrythmia development in patients with arterial hyperten-
sion and allele | was 1.8 (95% CI 1.10-3.07). The presence of obesity in patients with arterial hypertension in the presence of
genotype Il of the ACE gene (I/D) was associated with an increased risk of developing atrial fibrillation, compared with the
genotype alone (OR=4.16, 95% Cl 1.16—19.87). A study of the A1166C polymorphism of the AGTR gene did not reveal a reliable
significant relationship between its inheritance and the development of atrial fibrillation.

CONCLUSION: Genotype Il and allele | of the ACE gene (I/D) were statistically significantly more frequent in patients with
arterial hypertension and atrial fibrillation. Carriage of genotype Il and allele | of the ACE gene (I/D) increased the chance of
developing atrial fibrillation in patients with arterial hypertension. Obesity had a significant effect on the susceptibility to atrial
fibrillation in the presence of genotype Il of the ACE gene (I/D) in hypertensive patients.

Keywords: atrial fibrillation; arterial hypertension; renin-angiotensin-aldosterone system; gene polymorphism; risk factor;
obesity.
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OPUMVHANBHBIE VICCITEAOBAHAA

BBEJEHUE

Oubpunnaumm npeacepaun (OIM) — pacnpocTpaHeHHas
apuTMus, BCTpeYaeMoCTb KOTOpoi B 0bLLelt nonynsuum co-
ctaenset 3—4 % [1]. Hanbonee yacto Ol Bo3HMKaeT Ha hoHe
apTtepuancHoii runepteHsun (Al [1]. B poccuitckoM uccne-
noBaHum (n = 2577) BcTpeyaeMocTb Al y MaUMeHToB € ycTa-
HoBneHHoi OI1 B Bo3pacTe o 60 net coctaBuna 63,8 %,
B T0 BpeMms Kak y mu crapwe 60 net — 90,1 % [2]. Cxoxue
pe3yfbTaTbl MOJyYeHbl B KA3axXCKOW NOMYNALMM, FAe pacnpo-
cTpaHeHHocTb Al cpeau NauMeHTOB C apuUTMMEN JOCTUraeT
86,2 % [3].

Passute ®I1 y nauneHToB ¢ Al sBRseTcA pe3ybTaToM
B3aUMOJENCTBUSA FEHETUYECKUX U CPefoBbIX (aKTopOB, cpe-
LM KOTOpbIX Hanbonee pacnpocTpaHeHHBIMU ABNAOTCS OXU-
PEHWe, KypeHue, rMNEPXONECTEPUHEMUSA U TUNEPYPUKEMUS.
MeTaaHanus 16 uccnepoBaHuii ¢ yuactuem 123 249 naum-
€HTOB MOKa3an CBA3b MeX[Y YBeNMYeHNeM MHAEKCa Macchl
Tena (MUMT) v puckom O, Y nmu ¢ n3bbITOHHOW Maccoii Tena
PUCK apuTMuW Bonblue Ha 39 %, a y ML C OXUpeHneM —
Ha 87 % no cpaBHeEHWHO € NKOABMM C HopManbHbIM MT [4].
He Tonbko obluee, Ho 1 abaoMuHanbHoE 0XUpeHUe yBeu-
unBaet puck OI. Y naumeHtoB ¢ Al yBENMUEHME OKPYIKHO-
ct1 Tanum (OT) 6bino npeaukTopoM O (OTHOLLEHWE LUAHCOB
(o) = 1,07; 95 % AW 1,04-1,10) [5]. PoTTepmamcKoe uc-
crefoBaHMe MoKasano, YTo Kak bbiBLuMe, TaK W HbIHELLHMe
KYPUbLLMKN B paBHOW CTEMeHW MOJBEPIKEHbI PUCKY pas-
BUTUA apuTMum [6]. B 16-neTHeM MpoCMeKTUBHOM uccie-
nosaHun ARIC (Atherosclerosis Risk in Communities Study)
YCTaHOB/EHO, YTO ObIBLUME KYpUMbLUMKM UMeloT Ha 32 %,
a npopomkatoLme Kyputb — Ha 105 % BbiLe pucK pa3BuTus
®I1 no cpaBHEHUIO C TEMM, KTO HUKOrAa He Kypun [5]. Bknag
runepxonectepuHemMun B passutne @1 MeHee o4eBMAEH.
OpHako bbina npocneXkeHa KOppenaumsa MeXay CHUXEHUEM
YPOBHSI XOECTEPUHA SIMMONPOTEMAO0B BLICOKOM MAOTHOCTM
(XC JINBIM) u ®I1. TaK, B ANOHCKOM MUCCEL0BaHUM C y4acTU-
eM 28 449 yenoBeK be3 apuTMUK Ha 3Tarne BKIIKOYEHUS Obino
0bHapyxeHo, uto Hu3kuin ypoeHb XC JIMBIT 6bin cBa3aH
¢ passutneM QI y xeHWuH [7]. MeTaaHanu3 6 KOropTHbIX
UCCNef0BaHuiA NoKasan, YTo runepypukemMus bbina B 3Hauu-
TENbHOI CTEMNEHU CBSA3aHa C NOBbILIEHHBIM puckoM O (OP =
1,49; 95 % N 1,24-1,79; p < 0,001) [8].

Cpepm HellporymMopanbHbIX (akTOpoB aKTMBALMA PEHUH-
aHrMoTeH3MH-anbaocTepoHoBon cucteMbl (PAAC) accoum-
upoBaHa ¢ passutneM OI1. M3BecTHo, uTo aKTvBHOCTL PAAC
reHeTMYecKn feTepMuHMpoBaHa. OHO M3 KIYEBbIX 3BEHBLEB
PAAC — aHruoTeH3uHnpespaLLatowmii pepMeHT (AMND), obe-
CMeYMBaloLLMii 06pa3oBaHUe OCHOBHOMO Ba30KOHCTPUKTOPa —
aHrnoteHsuHa Il (AT-11). IdbderTbl nocnesHero B 0cCHOBHOM 0be-
CneumMBaloTCs BIMAHWEM Ha peuenTopsl 1 Tuna. Monmopduam
reHa AN® tvna I/D (ACE (I/D)) B 16-M nuHTpoHe 17 XpoMOCOMbI
CBSi3aH C aKTUBHOCTbIO (epMeHTa B KPOBM, NMpU NOBbILLEHUH
nocnefHero Bo3pacTaet BblpaboTka AT-Il, uto cnocobcteyet
passutio @I [9]. T'eH, Koampytowwwi peuentop 1 Tuna AT-II
(AGTR1 (A1166C)), pacnonoxeH Ha 3-i xpomocoMe (3q24).

Tom 4, N2 2, 2024
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3aMeHa apeHvHa (A) Ha umuTo3uH (C) B nonoxKeHun 1166 reHa
AGTR1 BnusieT Ha GYHKUMOHANBHYIO aKTMBHOCTb peLienTopa
AT-II. Tomo3uroTbl No annensHoMy BapHaHTy C 3Toro reHa ume-
toT 6onee Bbicokoe cpoacTo K AT-II [9]. [aHHble 0 BAMSAHWM
nonumopdmama Kak reHa ACE tuna /D, TaK v reHa, Koaupyto-
wero peuentop Tuna 1 AT-Il (AGTRT (A1166C)), Ha aKTUBHOCTb
AN® 1 byHKUMOHaNBHYIO aKTUBHOCTL peLienTopa HEOAHO3HaY-
Hbl U A€ NPOTMBOPEYMBI.

Lenb uccnepoBaHus — OLUEHUTb BKNAZ nonmmopus-
MoB reHoB PAAC B npeppacnonoxeHHocts K @I y naum-
eHTOB C Al, a TaKKe U3y4nUTb COYETAHHOE BNIUSIHME AaHHbIX
nosmmMop¢13MoB 1 CpefoBbiX GaKTOPOB Ha PUCK Pa3BUTUS
apuTMmMK.

MATEPUAJ1bl U METO/bI

06cneposaHo 120 nauuenTos ¢ AT |, Il crenenu, U3 Hux
60 nauueHToB (Mccnepyemas rpynna, UM umenu napokcms-
ManbHylo dopmy @I, a 60 naumeHToB 6e3 @I coctaBum
rpynny cpaBHenus 1 (FC-1). Ipynny cpaBHenus 2 ([C-2) co-
ctasuam 20 3p0poBbix f0bpoBonbLeB. Kputepun uckioye-
HUA u3 uccnegosanus: Al Il ctenenun, cumnToMaTuueckue
AT, KnMHMYECKM 3HauYMMble QOPMBI MLLEMUYECKOW 6one3HM
cepaua, HEKOpPOHaporeHHble 3aboneBaHus MUOKapAaa, Mo-
POKW CepAaua, HapyleHus puTMa cepaua (Kenyaouykosas
3KCTpacucTonus Bolle 2 Knacca no JlayHy, cuHapoM Bonb-
¢a — MMapkuHcoHa — YaitTa), npoBefeHNe pasyMoyacToTHOM
abnauuM [0 BKIIOYEHMS B MCCNefoBaHWe, OCTpble BOC-
nanuTenbHble 3aboneBaHus, XpOHUYECKas CepAeyHas He-
[0CTaTo4HOCTb € (YHKUMOHaNbHBIM KnaccoM Il u Bbilue,
HapyLleHWe GYHKUMM LUMTOBULHOW JKenesbl, XpOHUYECKas
DonesHb MOYEK CO CKOPOCTbIO KybouKoBOW (uMALTPaLMM
60 Mn/MuH/1,73 M2 1 HIKe, HapyLUEHUs QYHKLMK MeyeHn,
caxapHblii auabet, oHKonormdeckue 3aboneBaHus, opyrue
TAKENbIE COMYTCTBYIOWME 3abonieBaHms, CNocobHble OKasbl-
BaTb B/IMSIHME Ha UCCTleflyeMble MapaMeTpbl.

BuisiBneHne daktopoB pucka (OP) BKOYano oLeHKy Ya-
CTOTbI BCTPEYAEMOCTYU KypEHUS,, 0XXMPEHNUS, TUMepXoecTepi-
HeMUM, runepypukemum. pu aHKETUPOBaHUM OMPeAeNscs
cTaTyc KypeHus. Jluua cuMTanuch KypsALMMM, ECIIM Kypuiu
B MPOLLSIOM WUAM B HacTosiLeM. BceM nauveHTam usMepsnm
0T, okpyxHocTb 6egep (0B), otHowenue OT / 0B, pocr, Bec
¢ nocneaywwmM pacyetoM UMT. OT oueHuBanu B nonoxe-
HWW CTOA MYTEM HaNOKEHWS CAHTUMETPOBOW NIEHTLI Ha Cce-
PeAVHy paccTosHUsA Mexay rpebHeM nofB3[OLIHbIX KOCTel
U HUXHUM KpaeM pebep. Ob u3Mepsanu no caMbiM BbiCTyna-
I0LLMM TOYKaM Aroauy,. Hanuume abaoMWHaNBHOro 0XMUpeHUs
yctaHasnueanu npu OT 6onbLue 88 cM y XeHWMH 1 bonblue
102 cM y MyxumH. UMT 30 kr/M? n 6onee paccMatpuBanoch
KaK oxupenme [10].

OueHka noKasaTenen NWUMUAOB MIa3Mbl  KPOBM
M YPOBHAI MOYEBOW KUCNOTbI B CbIBOPOTKE KPOBM MPOBO-
OWNOCb C WUCMoNb30BaHWeM peareHToB «[lnaceHc» (Pe-
cnybnuka benapycb) Ha QoToMeTpe aBTOMaTWU3MPOBaH-
Hom PA 2600 (3A0 «COJIAP», Pecnybnuka benapych).
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MnepxonecTepuHeMmus onpegensnacb npu yposHe obilero
xonectepuHa (0X) 4,9 MMmonb/n u bonee u/unn npumeHe-
HAW runonunuaemMuyeckoid Tepanum [10]. MunepypukeMuen
CUMTanoCh MOBLILIEHWE YPOBHA MOYEBOK KMCNOTbl Bonee
360 Mkmonb/n [10].

MeTtogoM nonuMepasHon LenHoin peakumn (LP) npo-
BOAMNach UaeHTUdUKaLMa nonmmMopdHbIX MapKepoB reHoB
PAAC: ACE (/D) v AGTR1 (A1166C). 3KcTpaKLMA reHOMHO
[IHK nposogunace 3 obpasuoB KposW, HabpaHHbIX C UC-
MOJIb30BaHMEM BaKyyMHbIX CUCTEM C 3TUJIEHAMAMMUHTE-
TpaaueTata M KOMMNeKTa peareHToB Ans Boigenenus OHK
W3 LeSIbHOW KpOBM METO[I0M MarHUTHOM copbumm «M-copb»
(CO00 «CuHTon», Poccus). MeHoTMNMpOBaHWE NPOBOAMNOCH
MeTofoM [NLIP B pexuMe peanbHoro BpeMeHW NOCPeaCTBOM
TepMoLuMKNMpytowei cucteMbl «Rotor Gene Q 5 plex HRM»
(QIAGEN, T'epmaHus). B xoae aHanu3a nosyqeHHbIX pesynb-
TaToB NPOBEPSA/IN COOTBETCTBUE KOHTPOSIbHBIX FEHOTUMOB 3a-
ABNEHHBIM.

Cratuctueckas obpaboTka pe3ynbTaToB uccnegoBa-
HWS OCYLLECTBASANAch C MOMOLLbI0 MaKeTa MPUKIALHbIX
nporpamMm «Statistica 10.0». Pe3synbTathl npeacTaBneHbl
B BUAe MeaunaHbl (Me) n MexkBapTunbHoro pasmaxa [Lg; Ugl.
[na cpaBHeHMs ABYX HE3aBUCUMbIX TPYNN UCMONb30BaM
U-kputepuii MaHHa — YutHu. MHOXeCTBEHHblE CPaBHEHMS
B rpynnax (6onee 2) npoBoaunM C noMoLuble H-Kputepus
Kpackena — Yonnuca. CpaBHeHWe pacnpefeneHui Katero-
puUin MeX Oy rpynnamu BbINOSTHANOCH MPY NMOMOLLW KpUTEpUs
ofiHopoaHocTH X2 Mupcoa. Mpu uncie cpaBHUBaEMbIX rpyn,

Ta6nuua 1. 06Las xapaKTepucTiKa rpynn obcnefoBaHHbIX
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PaBHOM 2, M unCNe KaTeropuii 2 Ucronb3oBanach NonpaBKa
Metca pna kputepus x* Mupcona. Mpn HapyLeHUM YCoBui
MCNO/b30BaHMA KpUTEpUA 0QHOPOAHOCTH X2 MMpcoHa BMecTo
Hero NpUMEHANU TOYHbIA KpuTtepuin Ouwwepa. OLL passutus
natonoruu nop nencteueM OP u 6e3 HUX onpefensinch
KaK 3KCMOHEHTbI PerpeccuoHHbIX KO3QPUUMEHTOB COOTBET-
CTBYHOLUMX YPaBHEHUIA IOTUCTUYECKUX perpeccuid. B faHHbIx
YPaBHEHUSAX He3aBUCMMas NepeMeHHas — OMHapHas MHAM-
KaTopHas (paKTop pucKa ecTb / daKTopa pucKa HeT), 3aBU-
C1Mas nepeMeHHasi — TaKe b1MHapHas MHAMKaTopHas (pas-
BMTUE NATONOrMK ecTb / pasBuUTMA natonorum Het). 95 % AN
ans OLU paccumnTbiBanMCh KaK 3KCMOHEHTHI COOTBETCTBYHILLMX
[V ans ykasaHHbIX perpeccuoHHbIX KoaduumeHTos. opo-
roBOE 3H3YeHWe YPOBHSA CTaTUCTMYECKOM 3HAUUMOCTU ObINo
npuHaTo paBHbiM 0,05. [Ins npoBepku HesaBucumocT OP
MpU yyeTe MX COBMECTHOTO BMSHWA Ha 3aBUCUMYKD Mmepe-
MeHHyI0 onpegensncs 0606LLeHHbIN GaKTop MHbAALMKM auc-
nepcum (GVIF), u npu BbinonHeHnm ycnoeus GVIF2 < 4 P pac-
CMaTpMUBaNMUChb KaK He3aBUCUMbIE.

PE3Y/IbTATbl U OBCYXOEHUE

WccnepyeMeble rpynnbl He pas3nuyanucb No BO3pacTy
¥ Bbinn conocTaBuMbl No nofy. CpaBHUTENbHAA XapaKTepu-
CTUKa rpynn npuBefeHa B Tabnumue 1.

InutenbHocTb aHaMHe3a Al y maumenToB UM bbina po-
CTOBEPHO BbiLe, 4eM y naumenToB [C-1 (p = 0,002). Mo UMT,
0T, OB, OT/0Ob WUI 6bina conoctaBuma c C-1. 3nopoBble

[pynnbl NaLmeHToB WUccnepyemas rpynna

[pynna cpaBHeHus 1 Ipynna cpaBHeHus 2

(n = 60) (n=60) (n =20)
Bospacr, net 61[58; 62,9] 60 [57; 62] 59 [56; 61]
Yenckuit non, n (%) 31 (51,7) 31 (51,7) 10 (50)
[nutenbHoCTb apTepuanbHoil 16 112: 2251 117 18,5]" _
rUnepTeH3uu, net
ApTtepuanbHas runepTeH3us N
cr. n (%) 24 (40) 23(38,3)
ApTepuanbHas runepTeH3us _
T, n (%) 36 (60) 37 (61,7)
[nutenbHocTb Gubpunnsaumm 5(3: 8] _ _

npeacepaui, net
WHpeke Macchl Tena, Kr/m2 30,8 [28,1; 34,0°

106,5[99,0; 111,5°
113,0 [108,5; 121,01

OKpYKHOCTb Tanum, CM
OkpyxHocTb beaep, cM

OKpy*HoCTb Tanuu /

. 3
Okpy:kHOCTb Deaep 0.9210,88; 0,961

29,7 [27,6; 32,83 24,5122,1; 26,31

102,0 [96,0; 106,51
112,0 [107,0; 118,5°

92,0 [80,0; 94,5]"
102,5 [99,0; 105,0]"2

0,9 [0,85; 0,95] 0,89 [0,83; 0,92]'

lMpumeyarue: ' — p < 0,05 — npu cpaBHeHnn ¢ uccneayemon rpynnoit; 2 — p < 0,05 — npu cpaBHeHnu ¢ rpynnoii cpasHenns 1; 3 — p < 0,05 —

NpW CPaBHEHUW C TPYNMON CPaBHEHUS 2.
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A06poBONbLbI UMeNU A0CTOBEpPHO bonee HU3KMe 3Haye-
Hua MMT, OT n Ob no cpaBHeHWI0 KaK ¢ nauueHTamu ¢ Al
1 napoKcuaManbHon dopMoit Of1, Tak 1 ¢ naumeHTamm ¢ Al
6e3 aputMum (p = 0,0000 ans Bcex 3HadenmiA). Mo OT/0B I'C-2
bbina conoctasuMa ¢ 'C-1 v poctoBepHo oTMyanach ot UM
(p=0,02).

[laHHble 0 yacToTe BCTpeyaeMocTH ocHoBHbIX OP cepaeu-
Ho-cocyamcTbix 3aboneBaHuii (CC3) npescTaBneHbl B Tabnu-
Le 2. [locToBepHbIX pasfiymii B rpynmnax no cTaTycy KypeHus
He MmonyyeHo, ofiHaKo Habmogaetca TeHaeHUms K bonee ya-
CTOI BCTPEYAeMOCTH KypeHus cpeay naumeHToB c Al c/6e3
Ofl, no cpaBHeHWIO CO 340POBLIMU TIOLBEMU.

OxupeHue BcTpeyanoch AoctoBepHo yvawie B UM m C-1
no cpaBHeHuio ¢ ['C-2 (p < 0,05). AbaoMMHanbHoe 0XupeHue
BCTPeyYanoch ¢ oauHaKosoii yactotoin B I n IC-1, a B I'C-2
AvarHoctupoBanock pexe (p < 0,05).

[MnepxonectepMHeMuUs CTana CaMblM PacnpoCcTpaHeH-
HbiM OP Bo Bcex m3yyaembix rpynnax. B MC-2 oHa BcTpe-
Yanacb [0CTOBepHO pexe no cpaBHenuto ¢ IC-1 (p < 0,05).
Mvnepypukemus B UI' u TC-1 BcTpevanach B 2 pasa valle
no cpaBHeHuio ¢ [C-2, ofHaKo 3TW pa3nnums He LOCTUIIN
CTaTUCTUYECKMN 3HAYUMBIX.

Pacnpenenenue 4acToT reHoTMNOB U annenei no no-
MMop®M3MaM U3y4aeMblX TEHOB B MCCNELYeMoi rpyn-
ne W rpynnax CpaBHEHWUS COOTBETCTBOBAJO PaBHOBECHUIO
Xapau — Baiinbepra (p > 0,05). PesynbTathl, NofyyeHHble
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npu aHanuse reHoTunos u annenei reHa ACE (I/D), npea-
cTaBneHbl B Tabnuue 3. bbino nokasaHo, YTo YacToTa reHo-
T1na |l Bbiwe y naumeHTos ¢ Al n O no cpaBHeHMIo ¢ Nauu-
eHTamm ¢ Al 6e3 aputMum (33,3 1 15,0 % coOTBETCTBEHHO;
X% = 4,547; p = 0,03). UI no yactote reHotuna Il He oTm-
yanacb ot ['C-2 (33,3 n 30 % cooTsetcTBeHHo; X* = 0,000;
p=1,0). Annenb | BCTpeyanca A0CTOBEPHO Yallle Y NauneH-
108 Ul no cpasHenmio ¢ MC-1 (x = 4,818; p = 0,03). O6pa-
LLaeT Ha cebs BHUMaHWe YacTas BCTpeYaeMocTb reHoTuna ll
u annens | y 300poBbix 06poBonbLEB N0 cpaBHeHHUto ¢ [C-1
(30 npotne 15 % u 55 npotue 41,7 % coOTBETCTBEHHO),
O[LHAKO 3TU pasfnyus He LOCTUIMIM CTaTUCTUYECKOW 3Ha-
YMMOCTHU.

OLU passutua @My naumeHToB ¢ Al' u reHotunom Il reHa
ACE (/D) coctauno 2,83 (95 % OM 1,19-7,18), cootBeT-
CTBEHHO Y nauueHToB ¢ Al ¢ reHoTunoM Il reHa ACE (I/D) e-
posTHocTb pa3sutus OF1 B 2,8 pa3a BblilUe, YeM Y NaLMEHTOB
¢ AT v reHotunom /D wnn DD. B T0 e BpeMs HOCUTENBCTBO
annens |y nauventos c Al yBennumBano puck passutus Ol
B 1,8 pasa (OLU = 1,83; 95 % AM 1,10-3,07).

YacToTa BCTpeyaeMoCTM FeHOTMMOB U anjeNiel rea
AGTR1 (A1166C) npenctaeneHa B Tabnuue 4. Paznnuns Mex-
Ly rpynnamuv no 4actoTe BCTPEYAEMOCTM FeHOTUMOB U anne-
nevi reHa AGTR1 (A1166C) bbinm cTaTUCTUHECKU HE 3HAYUMBI.

CnepyllnM 3TanoM WUCCNefoBaHUA CTano U3yye-
Hue accoumaumm I/D nonumopdusma reHa ACE n AT1166C

Tabnuua 2. YacToTa BCTpedaeMocT haKTopa pucKa CepieuHO-CoCYAMUCTbIX 3aDosieBaHU B rpynnax 06cnenoBaHHbIX

WUccnepyemas rpynna ['pynna cpaBHeHus 1 I'pynna cpaBHeHus 2
Mapamepbi (n = 60) (n = 60) (n =20)
n % n % n %
Crartyc KypeHus 23 38,3 20 33,3 4 20
ABaoMUHanbHOe oXMpeHue 47 78,3} 47 78,3 4 20"2
OupeHune 37 61,73 29 48,3 0 "2
MoBbILLIEHHbIA YpOBEHb 06LLEro XonecTepuHa 52 86,7° 51 85° 12 60"?
Mvnepypukemus 20 33,3 21 35 3 15
lMpumeyanue: ' — p < 0,05 — npyn cpaBHeHuM ¢ Uccnedyemoi rpynnoii; 2 — p < 0,05 — npu cpaBHeHum ¢ rpynnoii cpasHenmna 1; ° — p < 0,05 —

NpW CPaBHEHUN C FPYNMOA CpaBHEHUS 2.

Tabnuua 3. Pacnpesienenue reHotunos 1 annenei reHa ACE (I/D) y naumeHToB U3y4aeMbIx rpynn y NaLMEHTOB U3y4YaeMbix rpynn

Wccnepyemas rpynna I'pynna cpaBHeHus 1 I'pynna cpaBHeHus 2
. (n = 60) (n = 60) (n=20)
[eHeTMYecKkuUin BapuaHT
n % n % n %

leHotvn DD 12 20 19 317 4 20
lenotun ID 28 46,7 32 53,3 10 50
lenotmn Il 20° 33,3 9 15,0 6 30
Annens D 52 43,3 70 58,3 18 45
Annens | 68" 56,7 50° 41,7 22 55

[MpuMeyaHue: * — cTaTUCTUYECKM 3HauMMble oTmums (p < 0,05) YacToT reHOTMNOB W anneneil B UccieyeMoit rpynme No CpaBHEHWHO C rpynnoii cpaBHeHus 1.

DOl https://doiorg/10.17816/cardar629837
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nonuMopdm3ma reHa AGTR1 ¢ passutuem O B 3aBUCUMOCTM
0T HanMums TpaguumoHHblx OP. B Tabnuue 5 npeacraene-
HO pacnpegeneHue reHotunoB reHa ACE (I/D) B usyyaembix
rpynnax npu Hanuumm unn otcyTcTBum Takux OP, kak kype-
HWe, TMNepxonecTepuHeMus, runepypukemus, obuuee u ab-
LOMUHANIbHOE 0XUpEHMeE.

B npucytctBum oxupenus reHotun Il BcTpevancs
B 3,2 pasa vawe (p < 0,05) y naumeHToB Ul no cpaBHeHuto
¢ I'C-1. KpoMe Toro, npu runepxonectepuHemumn reHoun ||
BCTpeyanca B 2,2 pasa vawe (p < 0,05) y naumentos Ul
no cpasHeHuto ¢ [C-1. HeobxoauMo oTMETUTL, YTO He BbI-
SIBMIEHO Pa3/INyMiA B YacToTe BCTPEYAEMOCTM FeHOTUMOB FeHa
ACE y rypsawmx naumento B I n IC-1. OgHako BbISBNEHO,
YTO Cpeau HUKOTAA He KypuBLLUMX NauueHToB ¢ Al n napok-
cuaManbHoi gopmoit @M1 reHotun Il BCTpeyanca 40CTOBEpPHO
yale, yem npu Al 6e3 aputMum (p < 0,05).

Vol. 4 (2) 2024
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Pesynbtatsl pacyeta OLL cBupetenscteoBanu 06 accouma-
LK (haKTOPOB KapAMOBACKYIAPHOIO PUCKa C PUCKOM pasBUTUS
Oy Hocutenen reHotvna |l reHa ACE (I/D). Puck passutus @I
npu HocuTenbcTBe reHotuna |l y nauueHTos ¢ Al 1 runepxone-
cTepuHemuen coctasun 2,8 (OW = 2,79; 95 % ON 1,13-7,38).
TakuM 06pa3oM, y4eT YpOBHA X0NECTEPUHA Y HOCUTENEN faH-
HOro reHoTMNa He MOBbILLAN PUCK apUTMUK, MO CPABHEHMIO
¢ oLieHKo TonbKo reHotuna Il (O = 2,83; 95 % O 1,19-7,18).
Hanuuue oxupenuns y Hocutenein reHotuna Il npu Al conpo-
BOXAanocb 60MblUMM MOBbIlWeHWMEM pucka passutus Of
(O = 4,16; 95 % N 1,16—19,87), ueM HOCUTENLCTBO TOMbKO
reqotuna Il (OLLI = 2,83; 95 % AW 1,19-7,18).

OpHoBpeMeHHBIN yueT BusHuA aByx OP Ha BeposTHOCTL
passutia Ol MoxeT bbITb OCYLLECTBAEH NYTEM NOCTPOEHMS
Mofenn ABYX(PaKTOPHOM NIOTMCTUYECKOW perpeccuu, rae tu-
HapHas nepemeHHas «HeT ®f1 / ectb ®l» paccmaTpuBaeTcs

Tabnuua 4. Pacnpenenexue reHoTvnoB v annenen reHa AGTR1 (A1166C) y nauMeHToB U3y4aeMbix rpynn

WUccnepyemas rpynna I'pynna cpaBHeHus 1 ['pynna cpaBHeHus 2
r . (n = 60) (n = 60) (n=20)
€HeTUYeCKMI BapuaHT
n % n % n %

leHotun CC 9 15 4 6,7 4 20,0
l'eHotun AC 26 43,3 23 38,3 9 45,0
leHoTun AA 25 41,7 33 55,0 7 35,0
Annenb C L4 36,7 31 25,8 17 42,5
Annenb A 76 63,3 89 74,2 23 57,5

Tabnuua 5. BctpeyaeMocTb GakTopoB pucKa B U3y4aeMblX rpynnax B 3aBUCUMOCTM 0T reHoTuna reHa ACE (I/D)

WUccnepyemas rpynna I'pynna cpaBHeHus 1 I'pynna cpaBHeHus 2
®akTop pucka (n = 60) (n=60) (n=20)
Wnu ero OTCyTCTBMe

oD | D | " oD | D | " oD | D | I
Kypenue, n (%) 521,7) 12(52,2) 6(26,1) 6(30,00 11(550) 3(150)0 1(250)0 350 -(0,0)
He kypsiwme, n (%) 7(18,9) 16(43,2) 147(37,8) 13(325) 21(525) 6°(15,00 3(18,75) 7(43,75) 6(37,5)
ﬁiﬁjﬂ‘;””“a“b“"e OKAPEHME, 7 (14,9) 24(511) 16(340) 16(40) 26GLY) 7049 1(50 3050 -
HopManbHas
OKDYKHOCTb Tanuw, 1 (%) 5(38,5) 438,75 4(38,75) 3(23,1) 8(615) 2(154) 3(18,75) 7(50,0) 6 (46,15)
Oxupenue, n (%) 7(18,9) 18(48,6) 12°(324) 9(31,00 17(58,6) 3°(10,3) —(0,0) -(0,0) -(0,0)
be3 oxmpenus, n (%) 5(217) 10(435) 8(348) 10(32,3) 15(48,4) 6(19,3) 420,00 10(50,00 6 (30,0)
vnepypukemmsa, n (%) 6(30,00 7350 73500 6286 12(57,1) 3(143) 2(66,7) 1(333) -(0,0)
HopManbHblii ypoBeHb Moye-
BOV KNCTOTbL, 1 (%) 615,00 21(52,5 13(325) 13(33,3) 20(51,3) 6(154) 2(11,8) 9(52,9) 6(353)
TvunepxonectepuHemus, n (%) 10 (19,2) 24 (46,2) 18°(34,6) 17(33,3) 26(51,0) 8(157) 1(8,3) 6(50,00 51,7
Hopmanosii YPOBeHS OBLEMO. ) g o) 4 (50.0)  2(250) 2(222) 6667 1(11) 3(375) 4G00) 1(125)

xonectepuHa, n (%)

[pumeyaHue: * — cTaTUCTUHECKM 3HauUMMble 0TamumA (p < 0,05) YacToTbl BCTpEYAEMOCT FEHOTUMOB W afNeniel B UCCNeLyeMON Tpynne No CPaBHEHMIO

C rpynnom cpaBHeHus 1.
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Tabnuua 6. CtatucTukn KoadduLMeHTOB perpeccuoHHoro ypasHeHus u AUC Mogenm

Cardiac Arrhythmias

Mokasatenb OueHka CraHpapTHoe OTKJI0HEHUe ] oul 95 % AW pna OLL | AUC (95 % OW)
CB00OAHbIN uneH -0,6748 0,2857 0,0018 - -
0,631
leHotun Il «ga» 1,1105 0,3218 0,0006 3,04 1,63-5,78 (0.538-0.724)
Oxu1peHue «aa» 0,7535 0,3208 0,0188 2,12 1,14-4,02

[pumeyarue: IN — poseputenbHbin uHTepBan; OLLl — oTHoLEHWe LWaHCoB.

Tabnumua 7. BctpeyaeMocTb GaKTOPOB pUCKa B M3y4aeMbIX rpynnax B 3aBUCMMOCTM OT reHoTuna reHa AGTRT (A1166C)

WUccnepyemas rpynna ['pynna cpaBHeHus 1 I'pynna cpaBHeHus 2
®akxTop pucka (n = 60) (n=60) (n=20)

Wi ero oTeyreTene cc | ac | m cc | ac | m cc | ac | m
Kypehwue, n (%) 4(17,4)  11(78) 8(349 2(10,00 8(40,00 10(50,0) 1(250) 3(750 -(0,0
He Kkypswwwme, n (%) 5(13,5) 15(40,5) 17 (46,0) 2(5,0) 15(37,5) 23(57,5) 3(18,75) 6(37,5)  7(43,75)
ﬁjﬂ";‘?o;f;“"““ OHPET (1700  19(404) 20(62.6) 3(64)  18(383) 26(53) -00 3750 1(250
HopMarbHas OKpyMHOCTb
Tanan, n (%) 17,7 7(538) 5@385 1(7) 5(385 7(538) 4(250) 6(375)  6(37,5)
Oxwmpenue, n (%) 7(18,9) 13351 17459 26,9 11(37,9) 16432 -(0,0 -(0,0) -(0,0)
Be3 oxupenus, n (%) 28,7) 13(56,5) 8(348) 26,5 12(38,7) 17 (54,8) 4(20,0) 9 (45,0  7(35,0)
Tunepypukemms, n (%) 2(10,00 10(50,0) 840,00 1(4,8) 8(38,1) 12(7,1) 1(333) 267 -(,0
HopManbHblii ypoBeHb
MOUEBOi KACTOTS, 1 (%) 7(17,5) 16(40,00 17 (425 3@ 15(38,5) 21(538) 3(17,6) 7(41,2) 7(41,2)
rr,“('[]/f)px"”e”‘*p”“e”“"' 9(17,3)  21(04) 22(423) 4(.8) 20392 27(529) 3(250) 3(250) 6(50,0)
HopManbHbii ypoBeHb
obLero xonecTepuHa, -(0,0) 5625 3375 -(0,0 3(33,3) 6(66,7) 1(125) 6 (75,0) 1(12,5)
n (%)

KaK 3aBUCALLAA OT 2 NMpeaMKTOpPOB: 6MHApHOM NepeMeHHOM OBCYX ,U,EHME

«reHotun He Il / reHotn ll» v 6UHapHON NepeMeHHON «HeT
0XUPeHMs / eCTb OXMpeHme». B Tabnmue 6 npefcTaeneHa cTa-
TUCTUKA PerpeccuoHHbIX Koadduumentos 1 AUC 3Toin Mogenu.

B cBsa3u c TeM, uto Hocutensamu reHotuna Il senswTcsa
TONBKO 24 % MCNbITYEMBIX, NPY ONPeAENeHnn Ko3PPUUMEH-
TOB PErpeccMOHHOr0 ypaBHEHUs MCMOosb30Basach BeCOBas
¢yHKuma W, npuHMMaBLLan 3HadyeHWe, paBHoe 3, eciu uc-
nbiTyeMbin uMen reqotun Il, u 1 — ecnu He uMen (no nepe-
MeHHbIM «HeT Of1 / ectb Ol» U «HET 03KMpeHUs |/ ecTb OXMU-
peHue» BbibopKa Obina cbanaHCUpPoBaHHOM).

[lns npoBepKu rMNoTesbl 0 HE3aBUCMMOCTM NEPEMEHHBIX
B OMWUCaAHHOM BblLLIE YpaBHEHUM Bbl BbluUCEH 060BLLIEHHBI
(haKTop MHGNALMM AMCNEPCUMM ANIA faHHOW PerpeccMoHHON
mogenu (GVIF), coctasmsLumii 1,02. GVIF2 MeHbLue 4, 4To cBU-
LEeTEeNbCTBYET 0 MaTEMaTUYECKOW HE3aBUCUMOCTY NPEAMKTO-
POB B YpaBHEHMW, YUMTBIBAIOLLEM UX COBMECTHOE BUSIHME
Ha ucxop (Hanmuve Of).

B tabnumue 7 npencraBneHa pacnpocTpaHeHHOCTb FeHo-
TunoB reHa AGTR1 (A1166) B 3aBUCMMOCTH OT MPUCYTCTBUS
cpenoBbix pakTopoB. OAHAKO LOCTOBEPHBIX PasNuinin MeXay
noarpynnamu npu yyete OP o6HapyXeHo He bbino.

DOl https://doiorg/10.17816/cardar629837

O6HapyeHHbIE HAaMM accouMaumn Mexay reHotunom |l
u anneneM | rena ACE (/D) v puckom passutus @I otimya-
JCb OT Pe3ynbTaToB UCCe0BaHUIA B ApYriX NOMYNALMUAX.
B TyHucckon nonynaumm redotun DD yeenuumean puck Ol
B 3,41 pasa (Ol = 3,41; 95 % N [1,39-8,34]; p < 0,007) [11].
MeTaaHanu3 23 uccnefoBaHui ¢ yyacteM 9262 nauumeHTos
noATBepAuUn cBa3b Mexay reHotunoM DD rena ACE (/D) v pu-
cKoM Bo3HuKHOBeHust Ol [12]. OgHako ogHO M3 nocnesHUX
UCCef0BaHUi POCCUIACKOW NOMYNALMM, HaNpoTUB, FOBOPUT
0 TOM, YTO HOCUTENbCTBO reHoTuna Il v annens | yBennuu-
BaeT LaHc pa3sutua O (OLL = 3,165; 95 % ON 1,403-7,137
n Ol = 2,552; 95 % [N 1,558-4,181 cootBeTcTBEHHO) [13].
310 CBMOETENLCTBYET O MEXMONYMALUMOHHBIX PasNyUsaX
1 NoJl4epK1BaeT He0OX0AMMOCTbL UCCNe0BaHUI B benopyc-
CKOI nonynsiumm.

CnepayeT 0TMETUTb, YTO AaHHbIE O BMSHAM NOIMMOpP(U3-
Ma AT166C reHa AGTR] ManoumcneHHbl ¥ NpOTUBOPEYMBBI.
B poccuiickoM mccnepoBaHum Takeke He 6bino 0BHapyKeHo
CTaTUCTMYECKM 3HAYUMBIX pa3nuyuii B passutim Ol ot nonu-
Mopdu3aMa aaHHoro reHa [14]. Kutaitckue yyeHble nonyunnu
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AaHHble 0 TOM, YTO HOCUTEeNbCTBO annens C yBenuumBaet
puck passuua Of B 1,43 pasa [15].

MonyyeHHble HaMK pesynbTaThl MOMYT CBUAETENBCTBO-
BaTb 0 CUHepruyeckoM addekTe reHotuna Il n oxupeHus
B pa3sutun Ol yepes aktmeaumuio PAAC. Ha cerogHsLwHWiA
LEHb WU3BECTHO, YTO XMUPOBas TKaHb SBNAETCA AKTUBHBIM
3HJ0KPUHHLIM OpraHoM, BblpabaTbiBaloLWMM DonbLIOE KO-
JINYECTBO Pa3NNYHBIX BELLECTB, B TOM YUC/IE KOMMOHEHTOB
PAAC [16].

Takoxke obpalLaet Ha cebs BHUMaHwe ToT dakT, yto B [C-2
HW OOVH W3 YY4aCTHUKOB HE WUMEJT OXKMPEHUS, @ MPU TaKuX
OP, KaK KypeHue n runepypukemus, reHotun Il rena ACE Bo-
06LLe He BCTpeyancs. 370 MOXET TaKXKe YKasbiBaTb Ha pofib
reHHO-CpeAoBbIX B3auMogenctauin B passutum CC3. Tak, He-
CMOTpS Ha OJIMHAKOBYI0 YacToTy BCTPeyaeMocTu reHotuna |l
reHa ACE y naumenToB ¢ Al 1 napokcusManbHoii opmoii O
W 300poBbIX [06pOBONLLEB, Y NOCNEAHUX apUTMUA He pas-
BMBAETCS BBUAY OTCYTCTBUSA NOTEHLMPYIOLLLErO fLENCTBUA Cpe-
A0BbIX (GaKToOpOB.

3AKJIKYEHUE

Hocutenscto reHotuna Il v annens | rena ACE (I/D)
y naumeHToB ¢ Al yBenuumeano wasc passutua O s 2,8
n 1,8 pasa COOTBETCTBEHHO, @ Ha/MuMe OXMUPEHUS Y HO-
cuTeneil 3TOro reHoTUNa MOBbIWAN0 puUcK passutus Ol
B 4,2 pasa. TakuM 0bpa3oM, uccnefoBaHue CBULETENBCTBYET
0 3HauMMocTu B opmmrpoBaHun Ol Kak reHeTUYeCKUX (HoCK-
TenbcTBo reHotuna Il reHa ACE), TaK 1 cpefoBbix GpaKTopoB,
B NePBYI0 04epeab 0xupeHus y naumeHTos ¢ Al. KpoMe Toro,
MoNyYeHHble pesynbTaTthl No nonumopdusmy reHa ACE (/D)
OT/MYAIOTCS OT APYrUX UCCNEe0BaHMiA B 3TOM HanpaBneHum,
uTO, BEPOATHO, 06YCNOBNEHO MEXNONYNALMOHHBIMA Pa3fiu-
umaMK 1 TpebyeT npoBepku Ha Bonblumx Bblbopkax. bonee
rnyboKoe NOHMMaHWe B3aUMOCBA3W MEXAY FeHEeTUYECKUMH
no/MMop13mMaMm 1 TPaAULIMOHHBIMUA KapAMOBaCKYNISPHBIMM
OP paet 6onblue BO3MOXHOCTEN AN NepcOHUPULMPOBAH-
HOM AMarHOCTUKM W BbISBNIEHUS NALMEHTOB BbICOKOTO pUCKa
passutua OF1.

NONOJHUTENIbHAA UHOOPMALIUA

Bknap aBTopoB. Bce aBTOpbl BHECiM cyLiecTBeH-
Hbli BKNMaj B pa3paboTKy KoHUenumw, MpoBefeHue uc-
CnefioBaHMA ¥ MOArOTOBKY CTaTbi, MPOYAM U 0A0bpunu
(GWHanbHYl0 Bepcuio neped nybnukaumen. Brknap Kax-
noro aeTopa: H.B. bykBanbHas — cbop MaTepuana, cTa-
TUCTWYeckast 00paboTKa, WHTepnpeTaums MoayyYeHHbIX
pe3ynbTatos, HanwcaHwe Tekcta; J1.B. AkyboBa — Kok-
uenuus W [OM3alH  CTaTbW, pefaKTMpOBaHUe TEKCTa;
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A.B. Konblukuin — cTatucTyeckas 0bpaboTka, peaaKTpoBa-
Hve TeKcTa; J1.B. Kexyn — cbop Matepmana, uHTepnpeTaums
nonyyeHHbIx pesynbratos; 0.B. [opyakoBa — onpepnenexve
nonmMopdr3moB, pefaxTpoBanue TekcTa; [.I. KopHentok —
cbop Matepuana, UHTepnpeTaLmus NOMy4YeHHbIX Pe3yNbTaTos;
E.{0. YepHeukas — onpepenieHne ypoBHA 0bLLIEro xomnecte-
PVHa M MOYEBOM KMC/OTbI B CbIBOPOTKE KpoBK; B.A. CHexwL-
KW — 0630p NMTEpaTyphbl, OKOHYATENIbHOE YTBEPXKAEHME
pyKonucn ans nybnmkaumm.

KoHnnKT nHTepecoB. ABTOpLI AEKIAPUPYIOT QTCYTCTBME
ABHbBIX M MOTEHLMANBHBIX KOHDIMKTOB MHTEPECOB, CBA3aHHbIX
C NybnmMKaLpen HaCTOALLIEN CTaTbMy.

WUcTounuk duHaHcupoBaHus. AsTopbl 3asBnsioT 0b OT-
CYTCTBWW BHELLHEro GUHaHCKPOBaHWA NpY NpOBELEHUN UC-
CneaoBaHuA.

3akuilo4eHue 3TUYECKOro KoMuTeTa. [poToKoN UcCeao-
BaHWs Obl 040OPEH KOMUTETOM MO BUOMEAMLIMHCKOW 3TWKe
n neoHtonormm YO «[poaHEHCKMI roCyAapCTBEHHBIA Mean-
UMHCKWI yHMBepcuTeT» (Mpotokon N2 1 ot 11.01.2021).

WHdopmmupoBaHHoe cornacue Ha ny6nukaumio. ABTo-
pbl MOAYYMM MUCbMEHHOE COrflackie MaLMeHTOB U 340POBbIX
A00pOBOSbLEB Ha MYBAMKALMIO MEAMLIMHCKMX AaHHbIX.
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ApyTMUYeCKMI BapuaHT MaHUdecTaLmm
napaHeonnacTMyeckoro aHaoMuokapauta Jlegdnepa.
Knuunueckun cnyvau
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AHHOTALMA

MpencTaBneH KIMHAYECKMIA Clyyaid XPOHUYECKOTO BOTHOOGPA3HOro TeYeHWs MapHEeonIacTMYecKoro 3HAOMUoKapauTa Jled-
dbnepa, BeAyLUMMM NPOSBNEHMAMM KOTOPOTO CTa/M JKENYAO04YKOBbIE HapyLLeHUs puTMa. B paboTe feMoHCTpUpyeTcs Cnox-
HOCTb paHHeil AVArHOCTMKW PefKoW MaTosioruy y MofMMOpOUAHOTO MauueHTa U NpeAnpUHUMAETCS MOMbITKa OMpeaenuTh
«KJTIOYN» K BEPHOW [MArHOCTUYECKON U NeyebHON TaKTUKe BeJeHUs NoA06HbIX NaLMEHTOB.

KnioyeBble cnoBa: runep3o3vHOdUNbHLIA CUHAPOM; TUNEP303MHOPUINS; PELIMNPOKHASA JKENyA0uKoBas TaxuKapaus;
3HAoKapaunT Jleddnepa; 303MHOPUIBHBIA MUOKapAMT.
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An arrhythmic variant of the manifestation
of paraneoplastic Loeffler endomyocarditis. Clinical case
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Tamerlan D. Butaev', Oksana V. Grigorieva?
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ABSTRACT

A clinical case of chronic undulating course of parneoplastic Loeffler endomyocarditis, the leading manifestations of which
were ventricular arrhythmias, is presented. The paper demonstrates the complexity of early diagnosis of a rare pathology in
a polymorbid patient and attempts to identify the "keys" to the correct diagnostic and therapeutic tactics for managing such
patients.

Keywords: hypereosinophilic syndrome; hypereosinophilia; reciprocal ventricular tachycardia; Loeffler endocarditis;
eosinophilic myocarditis.
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KIMHVHECKIAN CITY4A

BBEJEHUE

JIHpgomuokapant Jleddnepa (3MJ1) aBnsetca Kapamo-
JIOTMYECKUM MPOSB/IEHNEM TUMNEP303MHOPUIBHOMO CUH-
apoMa ([3C), obAsaTeNbHBIMM KOMMOHEHTaMW KOTOpOro
ABNAIOTCA TMNep303uHouUIna (KonmyecTBo 303MHOGKNOB
> 1500/Mkn) [1] n noBpexneHWe OpraHoB-MMLLEHEW, 00-
YCNOBEHHOE AerpaHynsaumen 6onbLLOro YMcna 303uMHoOM-
NOB C BbIENEHNEM 3HAUYUTENIBHOTO KOJIMYECTBA LIMTOKMHOB
(MHTEpPNENKNH-3, VHTEPNIENKUH-5, TPaHYNOUMTAPHO-MaKpo-
(aranbHbIM KONIOHWECTUMYNIUPYIOLLMIA (aKTOp) B OpraHax
U TKaHsx [2-5].

Hanuuue xapaKTepHbIx 3x0Kapamorpauyeckux npusHa-
KOB NM03BOASET YCTaHOBUTb AnarHo3 3MJ1 Ha no3aHuxX cTaau-
AX [I0CTaTOYHO TOYHO [6, 7], 0iHAKO TeyeHWe BoNe3HU Ha 3TUX
3Tanax, KaK NpaBufio, HOCUT ye HeobpaTuMbIA XapaKTep.
PaHHss e anarHocTMKa Ype3sBblyaitHO TPYAHA UMEHHO U3-33
OTCYTCTBMS 0YEBMAHBIX U OLHO3HAYHBIX CUMNTOMOB. Mexay
TEM UMEHHO paHHsIS AMarHOCTUKa U CBOEBPEMEHHas Tepanus
Mo3BONAKT MPefoTBpaTUTh (OpMUPOBaHME HeobpaTUMbIX
CTPYKTYPHBIX U3MeHeHUH. PaHHUM KIIMHUYECKUM MapKepoM
K/IMHWYECKOro cnyvas nopreepxaeHHoro IMJ1, onucanHoro
HWXKe, CTanu peLMavBUPYIOLLME XEeNYLOYKOBbIE HApYLIEHMS
puTMa.

Knuuunyeckuin cnyyam

MyumHa, 60 net, Bnepsble noctynun B C6 M6Y3 «lo-
poackas lNokpoBckas 6onbHuLa» B AHBape 2023 roaa no no-
BOZly NapoKCM3Ma Jenyao4koBom Taxukapaum (KT). bpuraga
CKOpO/ MOMOLUM MOMbITaiach MeAMKAMEHTO3HO W C NOMo-
wpto 3 paspanos aedubpunnatopa Kynuposatb T, ogHako
be3ycneluHo, nocne yero 60sbHONM BbIN rOCMUTANIM3MPOBAH.
B craumoHape YT coxpaHsnacb nocne BHYTpUBEHHOTO (B/B)

Tom 4, N2 2, 2024

Cardiac Arrhythmias

BeefeHusa 300 Mr MHH amuopapoHa v bbina KynuposaHa no-
CPeACTBOM 3/ieKTpuYecKoit kapavosepcumn (3KB). 3nekTpo-
Kapamorpaduueckas 3anucb (KM nepsoit T yTpayeHa,
O[JHAKO ee OMMCaHWe B [LOKYMEHTaX COXPaHWMOCh: YacToTa
T coctaBuna 176 yn/mMuH, komnnekc QRS wmen dopmy
MnosiHoi bnokaakl NpaBoii HOXKKM nyyka uca (MHII) u 6o~
Kafibl NepesHe-BepPXHEro pa3BeTBNEHUS JIEBOM HOXKY My4Ka
Mvca (NMBPJIHIT) (neBoxenyaouKoBas TaxmMKapams), LWUMPUHA
QRS = 150 Mc.

M3 aHaMHe3a Ha TOT MOMEHT 0Oblno M3BECTHO,
yto B 2008 rogy naumeHT nepeHec WHQapKT MUOKapAa
6e3 nogbema cermenta ST, B TOM e rogy bbiio nposege-
HO CTEHTUpOBaHWe NepefHel MeXOKEeNYL0UYKOBOW apTepuw
(NMMXA), a B 2012 rogy — MaMMapoKOpPOHapHOE LYHTUPO-
BaHue (MKLL). o saxBaps 2023 roga »enynoykoBble Hapy-
LUEHUS pUTMa He perucTpupoBanuch. lpu nepBoii rocnuTa-
nu3aumm, B sHBape 2023 roaa, BosHuKHoBeHue KT cBA3anu
C weMmyeckor bonesHblo cepaua (MBC) n nocTUHbapKTHLIM
Kapavocknepo3oM. [aumeHT oT AanbHeriwero obcneoBaHms
W NeYEHNs 0TKasacs M bbin BbINMCAH N0 ero HacToSATeNbHO-
My Tpeb0oBaHuI0 Ha 2-e CYTKW rocnuTanM3aumy.

Momumo UBEC B aHaMHese MMena MecTo nepudepuye-
CKas KapuuHoMa MpaBoro Nerkoro, no noBojy KOTOpOW
B 2014 ropy 6bina BbinoiHeHa N063KTOMKUS NPaBOro IETKOTO,
B8 2021 rogy naumeHT Nofy4nn Kypc Niy4eBoii Tepanum no no-
BOAY KapLMHOMbI NIeBOro jierkoro, a B Aexabpe 2022 ropa
Obinn BbIABNEHBI MeTacTasbl B NieBpy, MMMQOy3nbl U cpe-
poctenue. C 2016 ropa naumeHT HabmogaeTcs Mo NoBoAy
XPOHUYECKON TUMPOLUTAPHON NeKEeMUN.

Ha MoMeHT BbiNMCKYM MO [aHHBIM 3X0Kapauorpaduye-
ckoro uccneposanus (3xoKl) He 6bino BbIIBNEHO HUKAKWX
ocobeHHocTeir. WMeBluMeca Toraa nabopaTtopHble AaHHble
npeacTaBneHbl B NepBbix cTonbuax Tabnuy 1 u 2.

Tabnuua 1. PesynbTaThl TabopaTopHbIX aHanKU30B, NpoBefeHHbIX B AHBape—Hosibpe 2023 rofa

Darta

MNokasarensb Hopma
100123 | 1o [ 170023 05.11.23
lemornobuH, r/n 91 115 103 95 130-160
FeMatokpuT, % 27 33,9 38,4 29,8 40-48
3putpoumtl, 10'%/n 3,13 4 3,56 3,32 4-5,6
NeiikoumTsl, 10°/n 65,1 84,2 1,7 173,12 4-9
Jlumdpoumrel, 10%/n 51,7 65,1 40 - 1,2-3
Helitpodunbl cerMeHTosepHble, % 20 4 29 38,3 47-72
Jo3uHodunbl, % 5 3 29 15 0,5-5
Tpom6ouursl, 10%/n 161 205 160 73 180-320
€03, MM/y 16 59 55 40 1-10
Tabnuua 2. [lHaM1Ka YpoBHS BbICOKOYYBCTBUTENBHOMO TPOMOHMHA B Npobax KpoBw
i WS | ima023 | o1e1023 | 11023 | 311023 | 050123

TpononuH (1) (N 0-34 Hr/n) 57 26,8 983,1 1259,3 1510,3 1501,9 438,2
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B anpene 2023 roga naumeHty 611 npoBeeH Kypc Xu-
MWOTEpanuM no NoBoAYy MeTacTas’oB KapuMHOMbI MO CXeMe
BUHOpenouH 60 Mr/M? B 1-i, 8-7 n 21-it AHM, nocne yero
1o centadpsa 2023 rona ero camo4yBCTBME OCTaBaNoCh yao-
BNIETBOPUTEIbHBIM.

B okTabpe 2023 ropa B CBA3M C aTUMKUYHBIMK Bonsamu
B NpeKopAnanbHoW 061acTv 1 YacTbiMu napokcuamamm KT
(3-4 pasa B AeHb) NaUMEHT OblN NOBTOPHO FOCMUTANM3UpO-
BaH B CI16 I'6Y3 «lopopckas MNokposckas bonbHMuax». Ha 3K
ot 17.10.2023 coxpaHsanuch Te e U3MEHEHMS, YTO U Ha Bbl-
nonHeHHou B sHBape 2023 roga (puc. 1).

MocKonbKy NMpu NOCTYNEHWM BbICOKOYYBCTBUTENbHBIN
TPOMOHWH BbINT BBICOKWUM M UMEN TEHAEHLMIO K MOBLILLEHMIO,
B 1-e CyTKM rocnuTanusaumu bbinu BbINOSIHEHbI KOPOHApO-
aHruorpacdms, KOpoHapoLUYHTOrpadus 1 BEHTPUKYNOrpadus.

Pe3ynbTathbl kopoHapoaHruorpadmum:

- MpaBblif TUM KOPOHAPHOIO KPOBOCHAbXeHMS;

- CTBOJI IeBOM KOpPOHApHOW apTepun — be3 CTeHO30B;

- [IMM¥A — cocTosHue mocne CTEHTUPOBaHUS OT YCTbA
(2012), xpoHnyecKan oKKI03MSA B cTeHTe. [epudepus 3a-
nonnsetcsa u3 MKLL v konnatepanei npaBoi KOpoHapHOM
apTepun (MKA);

- puaroHanbHas aptepusa (JA) — 3anonHseTcs Yepes
OyHKuMoHMpyrowmin MKLL 1 petporpagHo no Konnarepa-
nsmM orubatowien aptepun (0A);

- 0A — ocHoBHas BeTBb 6e3 CTeH030B;

- MapruHanbHas apTepus (MA) — aKcLeHTpUYeCKUi CTeHO3
B NPOKCUMarbHoi TpeTu He bonee 60 %;

Vol. 4 (2) 2024
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- [IKA — yMepeHHO M3MeHeHa B NPOKCMMArbHOW U cpes-

Hel TpeTAaX, cTeHo3 He bonee 60 %.

KoponapowyHntorpadus: MKLL k NMHA — dyHKum-
OHMpYET YA0BNETBOPUTENbHO, Ae(eKTOB aHacTOMO3a HET;
XpoHuyeckas okkmosua NIMMA Totyac nocne aHactomosa:
LYHT YHKLMOHUPYET Ha CenTasibHble W AuaroHasbHble BET-
BM, OTXOAALLME OT 60siee MPOKCUMaNbHLIX CErMEHTOB apTe-
pum. AnukaneHbin cermeHT [TMMKA 3anonHseTcs peTporpagHo
u3 bacceiHa KA.

BenTpukynorpadms:  nesbin  xenypouek  (JIXK)
0e3 NoKanbHbIX HapYLLEHWA COKPaTUMOCTH, (paKums BbIBpo-
ca (PB) > 55 %.

B panbHeliweM BbICOKMIA ypoBEHb TPOMOHWUHA COXPaHSIICA
B TEYEHME BCeM rocnutanusaumm (tabnmua 2).

C 1-ro pHs npebbiBaHMA B cTaumoHape Habnwpanuchb
yacTble napokcusmbl YT, conpoBoXAaBLIMECS MafEHMEM
apTepuanbHoro faeneHns. COMHEHMIA B KeNy404KOBOM Xa-
pakTepe aputMun He 6bino. narHos KT nopTBepxpancs
OCHOBHbIMU KpuTepuamm A. Vereckei u coasr. [8]: KoMnnekc
QRS tvna R B otBepeHum aVR, Vi/ Vt <1 (Vi — ckopocTb u3-
MEHEHUS HaMpsKeHUA B TeueHue nepsbix 40 Mc KoMmnekca
@RS, Vt — cKopOoCTb U3MEHEHWA HANPSXKEHNUA B TEYEHUE NO-
cnegHux 40 Mc Komnnekca @RS).

Mepsble napokcusmbl T ObiAM KPATKOBPEMEHHI, 3aBep-
LUIANMCb CMOHTAHHO, OJJHAKO NOCTENEHHO CTAHOBUAMCH Npo-
ponmxuTensHee n TpeboBanm BoinonHenus IKB.

3a BpeMs npebbiBaHKA B CTaLMOHape bOblin 3aperucTpu-
poBaHbl aa Tuna XT. Mopdonorua koMnnekcoB B 0boux

Puc. 1. 3nektpokapaunorpamma ot 17.10.2023. CuHycoBbI puTM ¢ YacToToi 88/MuH. MoBopoT cepaua npaBbIM XENYA0YKOM Kepeau
1 BepXyLUKOM K3aau. YBenuueHue nesoro npefcepaus. PacnpoctpaHeHHble auddysHble U3MEHEHUS MUOKapaa
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Puc. 2. 3nekTtpokagmorpamma ot 04.11.2023. MoHoMopdHas peLMnpoKHasn IEBOXENYA04KOBas TaxmKapaus ¢ Yactotoid 131/MuH. Kom-
nnekc @RS = 150 Mmc, umeeT dopMy nonHoM bnoKaabl NPaBoON HOXKM Mydyka [Mca u 6noKaabl nepefHe-BEPXHEr0 pa3BEeTB/EHMS 1eBOH
HOXKM nyyka Muca, fopmy R B otBeseHun aVR, cooTHowwenme Vi / Vt < 1 B otBefeHuu V5. 3akoHoMepHble KonebaHus uHTepBanoB RR
MOTYT 0GBACHATLCA NPOBEAEHNEM UMMYIBCOB MO NETAM Pe-eHTpU pasHbIX pasMepoB

Puc. 3. Inektpokapamorpamma N2 2 ot 04.11.2023. MoHoMopdHas peumnpoKHas NeBOXeNyA04K0BasA TaXMKapAms C YacToTol 157/MuH.
Komnnekc QRS = 150 Mc, uMeeT dpopMy nosHoii 6oKafbl NpaBoii HOXKKM NydKa Mca u 6noKagbl nepeaHe-BepXHEro pa3BeTB/EHUs NeBOi
HOXKM ny4Ka MMca, dpopmy R B otBeaeHum aV/R, cootHowweHwe r/S B otBeaeHuu Vb < 1

cyyasx bblna MpakTUYecKn 0UHAKOBa, NpuyeM Gopma KoM-
nnekcos @RS nonHocTbio coBnagana ¢ onucaluem XT, cae-
NaHHbIM B AHBape 2023 ropa: dopMa nonHom bnokagwl MHMC
1 6nokagel MBPJTHIN ¢ wupmHoii QRS = 150 Mc. lpu aHanuse
3KTI XT 1-ro Tuna c yactotoit 131 ya/mMuH (puc. 2) obpaluano
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Ha cebsl BHMMaHWe CTPOro perynspHoe YyepefoBaHue 2 oau-
HaKoBbIX MHTepBanoB RR (420 n 480 Mc), a Takke Hanmume
OTpULLATENbHBIX OCLMNNALMIA B HUXHUX OTBELEHUSX Mocne
«KOpOTKoro» uHTepBana RR. lNepBoe Bneyatnenue o aybnu-
poBaHHO T KaxeTcs HaM ManoBepOSTHBLIM, MOCKONbKY
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B 3TOM BapuaHTe peyb MOrNa MATW 0 2 XeNyLOoYKOBbIX He-
3aBMCMMbIX UCTOYHWKAX aBTOMATU3Ma, (YHKLMOHMPYIOLLMX
0[JHOBPEMEHHO, MPUYEM 003 — C UPE3MEpHO HU3KUMK
M CXOAHbIMK YacToTamm (~60 n 75 uMmn. B MuHyTy). bonee
peanbHbIM MpeAcTaBiseTcs NPeAnoNioKEHNE O HalUunm
NIEBOXENYA04KOBOW peunnpokHon T, 0gHaKO He C OAHMM
KaHanoM pacrnpocTpaHeHus UMMyNbCa, a C ABYMSA, HaNoOMM-
HaIOLLMMM KOHUIypaumio Gpurypbl «BOCbMepKa», FAe BpeMs
npoBeAeHNs No 04HOMY U3 KaHanos 6onbLue BpeMeHW npo-
BEZIeHMs M0 BTOPOMY, PETPOrpajHbIM NpoBeAEHUEM UMNYb-
COB Ha NpeAcepaus B COOTHOLIEHMM 2:1.
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T 2-ro Tna, 3aperncTpupoBaHHas B TOT e feHb, bbina
TOXe CTPOro perynsipHoii ¢ yactotoit 157 ya/MUH W aHano-
rmuHbiMK nepBoi T xapakTepuctukamm Komnnekcos QRS,
O[HaKO y}e 6e3 3aKOHOMepHbIX KonebaHun MHTepBasoB
RT (4To 6bIN0 pacLeHeHo Kak pacnpocTpaHeHue UMMYmbCoB
Mo eMHCTBEHHOW NeTne pe-eHTpu). KpoMe Toro, Ha faHHoM
JKT He npefcTaBNANOCH BO3MOXHLIM BbiSIBUTL 3ybel P.

B npomexyTkax Mexay reMoaMHaMUyYecKn 3HauMMbIMU
napokcuamamm T perucTpupoBanmch HacTble XesyAouKo-
Bbl€ IKCTPACMCTOSbI, MOPHOIOrKA KOTOPbIX BblNa MAEHTUYHA
KoMnnekcaM QRS B uenu XT (puc. 4).

Puc. 4. Cunycosas Taxukapaus okono 100/MuH. JleBoxenya04KoBas 3KCTpacuCcToNa C NOIHOA KOMMNEHCATOPHO! Nay30i, UMetoLas Gopmy
nosiHoin boKaabl NpaBoii HOXKK MyyKa Mvca 1 bnokaabl nepesHe-BepXHEro Pa3BeTBAEHNS NIEBOW HOXKYM MydKa Mca, aHanoruyHyto gpopme
KomnnekcoB QRS npy Taxukapausx. BelpaxeHHas neperpyska eBoro npescepaus

Puc. 5. 3xoKapavorpaduyeckas KapTuHa sHfoMMoKapanTa Jlegpdnepa nesoro enyfouka. YeTbipexkaMepHoe ceyeHue, BepXyLIeyHbIi
poctyn. CTpenkamu 0603HaueHbl NPUCTEHOYHbIE MACChl, pacriofaraloLmecs He TobKO B 06/1aCTV aKUHETUYHOI BEPXYLUKH, HO W B NPOEKLINM
MMOKapAa C COXPaHEHHOM IOKaNbHOW COKPaTUMOCTbI0. OTYETIMBO BUAHA FPaHMLLA MEXLY MUOKApAOM U NpeACTaBNeHHbIMA HANOXeHS -
MU. [TPUCTEHOUHbIE MACcChl ¥ MUOKAPA Pa3inNyaloTcs Mo MIOTHOCTH, MEXY HUMM MPOCIEXUBAETCA 04eBMUAHaRA rpaHuLa. BepTukanbHbiMu
CTpenkamu 0603HayeHbl 0BLUMPHbIE MPUCTEHOYHblE 06pa30BaHus, BHavane pacLieHeHHble KaK TPOMO; ropusoHTasbHOI CTpenkoi 06o-

3Ha4yeH MUOKap N1eBOro Xenynodxka
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Mpn 3xoKl 6bina BbIABEHA TMNEPKOHTPAKTUIIBHOCTD
basanbHbIX 1 cpeguHHbix otgenos JIK B coyetanun ¢ no-
KanbHOWM aKMHe3Wel BepXyLLKu (Npu3Hak MepnoHa), a Tak-
e 3HauuTeNbHbIE MPUCTEHOYHbIE Macchl, NepBOHAYanbHO
pacLieHeHHble KaK 0BLWMpHbIe TPOMBOTMYECKUE HANOXKEHMS.
[laHHble 0bpa30BaHWA NIOKaNM30BauCh He TOBKO B 0611acTy
HENOLBMMHON BEPXYLLKK, HO M B NPOEKLMM MUOKapAa C co-
XpaHeHHOM CoKpaTUMocTbio (puc. 5). AHanornyHas KapTuHa
Habnoganacb B 061acTM BbIXOAHOMO TpaKTa M BEPXYLUKM
NpaBoro Jenyaouka (puc. 6). Cuctonmueckas dyHkuma JIK
0CTaBanacb COXpaHHOW. 3xoKapauorpadmueckue NpU3HaKu
TAKENION AUACTONINYECKON AMCHYHKLMM OTCYTCTBOBAIM.

Ha ocHoBaHuu nonyyeHHbix 3xoKI paHHbIX Bbin ycTa-
HOBJIEH AMarHo3 3HgoMuokapauta Jleddnepa. B craumo-
Hape NauueHT nojly4an NpoTMBOBOCMANMUTENbBHYK Tepanuio
TNIOKOKOPTUKOCTEPOMAAMU (B [03aX, He MpeBbILIABLLNX

a
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3KBUBANEHTHYK [03y npeaHusonoHa 1,0 Mr/kr B/B), aHTH-
aputMuyeckylo Tepannio MHH ammnopapoHoM, TeM He MeHee
3abonesanune nporpeccupoBano. Ha 22-e cyTku rocnutanu-
3aumm ouepepHoi napokcusm KT TpaHchopmmpoBancs B du-
Bpunnaumio XenynouKoB, a 3aTeM B acuctonuio. PeanMauu-
OHHble MeponpUATUS 0Ka3auCh Be3ycneLHbIMU.

B npouecce naTtonoroaHaToMWYecKoro MccriefoBaHus
AMarHo3 sHaoMuokapamta Jledpdnepa 6bin noLTBEPHKAEH.
Makpockonuyecku 6binm BbisBNEHbI HOMbLLUME y4acTKU BOC-
nafneHns U BbIPAXKEHHOTO YTONLLEHUS SHLOKApAa NeBoro
W NpaBOro enyfouykoB C NpU3HaKaMW pacrpocTpaHeHus
BOCManeHns Ha Muokapga. B anukanbHon yactn JIXK Gbinu
BbISIB/IEHbI 2 PALOM PacnofioXKEeHHbIX 04ara MbILLEYHOro He-
Kpo3a (puc. 7).

C KJMHMYECKOW TOYKM 3PEHMS BaXKHO, YTO MPUCTEHOY-
HbIX TPOMBOB NMpM NaTOIOr0AHaTOMMYECKOM MCCHEeL0BaHNM

b

Puc.6. 3xokapauorpaduueckme U3MeHeHWs B BbIXOAHOM TpaKTe MPaBoOro JKenyfaouka: @ — npu 3HAoMuokapaute Jleddnepa;

b — no cpaBHeHMio C HopMOo

a

b

Puc. 7. MakpocKonuyeckue cpesbl B 06,1aCTH BEPXYLLIKM JIEBOr0 JKemy[ouKa: @ — ABa PacnofioXeHHbIX PALOM ouara Hekposa 6nefHo-
MENTOro LBeTa (YepHble CTPeNKW); b — YToNILeHHbIA BoCNaneHHbIA 3HA0Kapa 6nefiHo po30BOro LBeTa. HenoBpemaeHHble Y4acTHu
3H[0Kapa 0603HaueHbl YepHLIMU CTPeNKaMm, NoBpeXAeHHble — Genoit
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Puc. 8. M1cTonormyeckuit cpe3 sHAOKapAa U NpUeXalLiero M1MoKapaa: @ — 3HAO0KapA; b — odar Hekpo3a; ¢ — MuoKapa. Ha rpaHuue
3H[I0KapAa ¥ MUOKapAa OnpeaensioTca NpU3HaKM HEKPO3a KaK 3HAOKap/a, TaK U MpUAeXallero M1Mokapaa. B 3oHe HeKposa sHAoKapaa
0TMEYaeTCa HasMuMe HeKPOTM3MPOBaHHOI TKaHW, HMBPUHE, reMoN3MPOBaHHLIX GOPMEHHBIX 3IEMEHTOB KPoBM. B npunexxatuem MUoKap-
€ VMelTCA CXOAHble M3MEeHEeHMSA: NPU3HaKKM HeKpo3a, pa3pacTaHus rpaHyNALMOHHON TKaHM, MacCMBHas MHGMNLTPALMA BCEro yyacTKa

nuMboLMTaMK, NAa3MoLMTaMK, 303uHobUNaMI

o6Hapy»eHo He 6bin0. To, 4To BbIN0 pacLieHeHo KaK npucTe-
HOYHbIe TPOMDOTUYECKWE MacChl, HA CAMOM fiefle 0Ka3anoch
BOCMaJIEHHBIM, PbIX/IbIM M 3HAYUTENIBHO YTONLLEHHbIM (0TeY-
HbIM) 3HA,0KapAOM.

MpU rUCTONOrMYECKOM MCCNEAoBaHWM Obina BbisBME-
Ha 303MHOGMIbHAA MHOUNBLTPALMA He TOMbKO 3HAOKapAad
1 M1oKapaa (puc. 8), a Take neyeHw, cene3eHku, KOCTHOro
MO3ra W NIerkux.

ObCYXOEHWUE

B TeueHum sngomuokapamta Slegdnepa 0bbluHO BbigeNs-
10T 3 CTaauuW: OCTPYH HEKPOTUYECKYIO, CTaamio 06pa3oBaHms
MPUCTEHOYHBIX TPOMBOB U, HaKOHEL, CTaaMio 3HAOMMOKap-
pvaneHoro ¢ubposa. Cuntaetcs, 4To OCTpas CTagus LJINTCA
06blyHO He bonee 5—-6 Hepd. M He UMEeET NaTOrHOMOHUYHbIX
CMMMTOMOB, XOTS MOryT Habnogartbcs nMxopagKa, noTu-
BOCTb M apuTMuM. OueBUAHbIE KIIMHUYECKWE MPOSBIEHUSA
06bI4HO HabnAalTCA 0THOCUTENBHO MO3AHO: B BUAE MO-
BTOPHbIX TPOMbO3MbonMYecknx cobbiTWiA Ha 2- CTagum,
W B BULE NPOrpeccupytoLLeli cepAeYHON HeLoCTaTOMHOCTU —
Ha 3-1 cTagum 3aboneBaHus.

C KIMHWYECKOW TOYKM 3peHUst BeCbMa BaXHO, YTO nep-
BbIM 3aperucTpupoBaHHbIM MposBEHNEM 3aboneBaHus
y naumeHTa ctana umenHo KT, BosHukwas 3a 10 Mec.
[0 pasBUTUS OCHOBHbIX COBbITUIA. PaHee y naumeHTa, cTpa-
[aBLUEro MIIEMMYECKON BONesHblo CepAaua, XenyaouKo-
Bble HapyLUEHMs pUTMa OTCYTCTBOBAIM, B TOM YMC/E W Ha
toHe KopoHapHbIx cobbituin. MossneHne KT cosnano ¢ no-
SIBJIEHUEM TUNEP303MHO(UINN, PacUETHOE KONWUYeCTBO
303UHOGUNOB YyKe Torda coctaenano 3255/Mkn. OpHako
B NPOLEHTHOM OTHOLUEHWM YPOBEHb 303MHO(UIIOB BCE e
ocTaBascsl B npefenax HOpMbl, YTO, BEPOATHO, M CTano
MPUYUHON HE00LLEHKW TUNEP303UHO(GUINN B TOT MOMEHT.
Hanuume rpaHynsauMoHHOW TKaHM B MMCTONOTUYECKUX Cpe-
3ax [aeT OCHOBaHUS AyMaTb, YTO paHee Ha 3TOM MecTe
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MOFTIM HaX0AMTbCSA 04Yark HEKpo3a, C TeYeHMEM BPEMEHH
3amecTuBLMecs GubpPo3HOM TKaHblo. KocBeHHbIM cBuie-
TeNIbCTBOM MOBPEXAEHUA MUOKApAa ABNISETCA 3aMeTHbIN
POCT YpOBHS TPONoHMHA MeHee yeM 3a 10 v 10.01.2023.
Ha npakTuke NoBbILIEHWE YPOBHSA TPOMOHMHA YacTo CBA-
3bIBAOT C NOBPEXAEHNEM MUOKAPAA 3MEKTPUYECKUM pas-
psaoM Bo BpeMs IKB (ocobeHHO Ha (oHe MHOFOKPaTHbIX
JKB). OpHako MMetowmecs AaHHble SIBHYK Koppensuuio
mexay 3KB n nogbeMoM ypoBHS TPOMOHMHA BCe e OT-
puuatoT [9] 1 OMKTYIOT HeobX0AMMOCTb UCKaTb UHYI0 NpH-
UMHY MOBPEXAEHUA MUOKapha. He ucknoueHo, yTo ecnu
ool B AHBape 2023 rofa MOHMTOPUHT YPOBHSA TPOMOHMHA
NMPOAOKANCA, BMOSHE BO3MOXHO, YTO Obin Obl 3admKcK-
POBaH ero AanbHenLLuiA pocT.

B obcypaeMoM cnyyae ecTecTBEHHBIM OpraHUYeCKUM
cybcTpaToM enyno4KoBOM TaxMKapanm bbinv prbpo3Ho-He-
KpOTMUYECKME M3MEHEHWUS! MUOKapa, CO3/aBaBLLUMe YCII0BUS
Ans GopMMpoBaHus pe-eHTpW. Beaywmm npusHakoM peuu-
MPOKHOI TaxMKapAuu BCErAa ABNAETCA NPAKTUYECKU NOJHaN
perynspHocTb UHTepBanoB RR B Lenu Taxukapauu. 0be 3a-
perucTpupoBaHHbIe Y Hawero nauneHTta YT 6binu abcontoTHo
perynspHbl. Kpome Toro, B Lenu Taxukapaum 1-ro na ob-
paLLaeT Ha cebs BHUMaHWe CTporo perynsipHoe YepefoBaHue
untepsanos RR 420 v 480 Mc, uto oTMeyaeTcs, Korga npo-
BeAeHWe UMMynbca ocyLiecTBnseTcs He no 1, a no 2 netnsam
pe-eHTpU. AHaNorMYHbIN XapaKTep PELMNPOKHOI TaxMKapaum
paHee 6bin npeactaeneH W.G. Stevenson u coast. [10].

MoXHO NpeAnonoXuUTb, YTO NpeACTaBNEHHbIE TUMbI
T — pnBe unoctacM OAHOM PELMNPOKHON TaxuKapauu
U3 BbICOKUX OTAENOB MEHOKENYL0YKOBOM MeperopofKu
(M), TaK Ha3biBaeMON (acLMKYNAPHON JKenyn04KOBOVA
Taxukapamm (OXKT) unn Bepanamun-uyBCTBUTENBHOM NEBO-
XeNyA04KOBOW TaxuKkapauu. [eicTeutensHo, Mopdonorus
KomnnekcoB noxoxa Ha OXKT: npu Taxukapaum nosBnseTcs
KapTuHa noniHoi 6nokapbl MHII B coueTaHum ¢ 0TKIIOHEHNEM
3/IEKTPUYECKON OCK BFIEBO, TOrfA KaK Ha OHe CUHYCOBOro
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pUTMa WUCXOAHbIX NOA0OHLIX M3MeHeHMIA HeT. Takas TouKa
3peHusi, KOHEYHO, UMeeT NpaBo Ha CYLLECTBOBaHME, 0JHAKO
UTHOPWPYET KIIMHUKO-MOPQONIOrMYeckne [aHHble, B nep-
By oyepeflb — HannuMe 04YeBUAHBIX MOphONOrnyecKux
M3MeHEHMIA B 0611aCTV BEPXYLLKM, KOTOPble SBNAKOTCA MOj-
xoasAwmm cybetpatoM ana XT, Toraa Kak B obnactu Bbl-
coknx otpenoB MMI HuKakux M3MeHeHMIn 0BHapyXkKeHo
He Bbino.

Hannune 2 ouaroB Hekpo3a M 2 TMNOB TaxuKapAuu
BCE-TaKM MO3BOJIAET MPEAMOJOKUTL, YTO Mbl UMENN AEeN0
C 2 pasHbIMM PELMMPOKHbIMUA TaxMKapaMSMU, HECMOTpS
Ha CXOXYKW MOPQOIOrui0 XenyLoYKOBbIX KOMIMIEKCOB.
CxopctBO KoMnNekcoB ARS MOXHO 0OBACHUTL TEM, UTO BCe
(G1OpP0O3HO-HEKPOTMUECKME U3MEHEHUS, COTNAcHO pe3ysib-
TataM ayToncuwW, NOKanM30BanuCb KOMMAKTHO B obnacTu
BEPXYLLUKU CepALa, COOTBETCTBEHHO HaMpaBJieHNEe BEKTOPOB
PacnpocTpaHeHUs 3MIEKTPUYECKOr0 BO3OYKAEHUS LOMKHO
610 BbITb CXOAHBIM.

KoHeuHo, Hawm paccyaeHns HOCAT NPeanoNoXuTeb-
Hblli XapaKTep, OJHAKO eciu [LOMYCTUTb, YTO OHW BEpHbI
U AeHCTBUTENIbHO MepBbii napokeusm KT ctan MaHudecTa-
uven IMJ1, npuMevateneH ToT ¢akt, yto npu IxoKl B TOT
neprog, XapaKTepHblx npusHakoB IMJ1 BbisBNeHO He 6bino.
KpoMe Toro, Torga elle oTCYTCTBOBa/O [LOCTOBEPHOE [AMa-
FHOCTMYECKU 3HAYMMOE MOBbILLEHUE TPOMOHMHA. OueBUaHas
3XoKapauorpadmyeckas KapTuHa cdhopMmpoBanach No3Hee,
Ha QoHe nporpeccvpytowend runep3osnHodunum (Ha 3a-
K/TIOYUTENTBHOM 3Tane KONMYecTBO 303MHO(UIIOB JOCTUrano
23 000/Mrn).

lpMeyaTenbHo, YTO OTHOCUTENbHAsA CTabunusaums co-
cTosHMA (C sHBapA no ceHTadpb 2023 ropa) coBnana ¢ Kyp-
coM xummotepanmu (XT). M3BeCTHO, YTO OCHOBHBIM METOLLOM
neyenus peaktueHoro 3C aensetca agdexTnBHas Tepanus
ocHoBHoro 3abonesanus [11]. Y Hawero naumeHTa nocne
nposefeHns XT reMOAMHaMMYeCKM 3HAuMMble Hapylue-
HWA pUTMa OTCYTCTBOBa/M B TeYeHWe 5 Mec., a TOT QaKT,
YTO KOJIMYECTBO JIEMKOLMTOB B Hayane BTOPOI rocnutamv-
3auum BbINo YyTb HUXE, YeM B SHBape, KOCBEHHBIM 06pa3oM
MOXET CBULETENLCTBOBATL 06 YCneLwHOCT BbinonHeHHoM XT.
Kak cnepncrsue, crnaabiBaetcs BrneyatneHue, uto XT 3aMep-
nna $hopMUpOBaHWe PasBEPHYTLIX KJIMHUYECKUX MpOSABIe-
Huit IMJT.

Bce BblllecKa3aHHOe [aeT OCHOBaHWA mpeanonarat,
YTO B OMMCLIBAEMOM Cly4ae pPeaKTUBHbIA MapaHeonnacTu-
yeckuin IMJT Hocun XpOHUYECKM BOTHOODPA3HBIN XapaK-
Tep, Npy KOTOpPOM Nepuoabl 060CTPEHUS CMEHANNCh Nepuo-
AaMU OTHOCUTENbHOM CTabunusaumm Ha GoHe afieKBaTHO
Tepanuu.

Jleyenne 3MJ1 MoKeT BapbMpOBaTb B 3aBUCUMOCTY
ot tmna 3C. Mpu BLIbOpe BapuaHTa neveHus Heobxoaumo
anddepeHumpoBaTh Tpu BapuaHTa 3C:

1) NepBMYHbIN, MK KNOHanbHLIA (MUenonponudepaTms-
Hble ¥ MUENOANCTINIACTUYECKIUE COCTOSHUSA, NPY KOTOPbIX 303U~
HoGWNbI NpeaCTaBNAoT coboi YacTb HEOMNACTUYECKOTO KIOHA
n/wnu npucytcteytot FIPTL1/PDGFRA myTauuw) [12- 14];

Tom 4, N2 2, 2024
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2) peaKTUBHbIN, Koraa runep3aosnHodunua hopmupyetcs
B OTBET Ha 3K30reHHble CTUMYSIbI NOCPEACTBOM MHTEP/IENKM-
Ha-3, MHTEepNeMKMHa-5 W npoy. (annepryeckne coCTosHMS,
napasuTapHble MHbeKumu, NoboyHble peakuun npuema ne-
KapCTBEHHbIX NpenapaTos, BOCMAMUTESbHbIE WU HEOMTACTH-
yeckue 3abonesaHus);

3) nanonaruyeckas runep3osuHodunmus (nocne UCKIOYe-
HWA KNOHaNbHoro v peaktueHoro 3C).

Mpn nepBMYHOM BapuaHTe JieYeHMe OCHOBBLIBAETCS
Ha npueMe MHTMOMTOPOB TUPO3MHKMHA3LI (B MEPBYIO 0ue-
peab MMaTWHWOA), TOrAa Kak cpefcTBamMu NepBOi JIMHUM
NIeYEHUs PEeaKTUBHOW TUMEepP303MHODUINN B OTCYTCTBUE
FIP1L1/PDGFRA MyTauun sIBNSKOTCA T/IOKOKOPTUKOCTPEOU-
abl (FKC). KoHeuHo, npy peaktveHoM '3C B nepByto ovepesb
LO0JTKHA UCNONb30BaThCA 3TMONIOrUYECKan Tepanus (aHTuna-
pasuTapHas — MpU [JUCTHBIX MHBa3usx, XT — npu HoBo-
06pa3oBaHusX, OTMeHbI NpenapaTta — Npy NIeKapCTBEHHOM
TUNEepYyBCTBUTENBHOCTU U T. A4.). [lo3bl NpesHM30/10Ha Ha-
ymHatotca ot 1,0 Mr/Kr Beca npu nepopanbHoM NpUeMe U 0T
5 Mr/kr — npv B/B BBeAeHUU. B KpuTUdeCKUX cryyasx cyM-
MapHas 4033 MeTUNNPEeJHW30/10Ha, BBOAMMOIOr0 B TEYEHME
3 nHen, moxet gocturate 1000 mr [13]. Mpu peakTMBHOM
I3C arpeccusHas Tepanus NKC He momkHa npoaonkaTbes
bonee 3-6 Mec. [13, 14]. BaxHo Bcerga, faxe Korga ectb
npuumHa ons peaktueHoro 3C, ucknoyatb MMaTUHUG-yyB-
CTBUTENbHbIE MYTaLMK, TaK KaK KnoHanbHbIi [3C 3aBefgoMo
PE3UCTEHTEH K NPUMEHeHUI0 cTepounaos [13, 14].

Mpu namonatnyeckoM IC npuMeHseTcs MenonmsyMab-
rYMaHW3WpoBaHHble MOHOKNOHaNbHble aHTuTena (IgG1, Kan-
na), HanpaBJieHHbIe NPOTUB UHTEpNENKUHa-5 [13, 14].

Mpu pe3ncTeHTHOCTM K MpenapaTtaM nepeoi JIMHUKM Npu-
MEHSIOTCA MIMMYHOCYMPECCUBHbIE Npenapatbl (MMaTUHKMG, ru-
LPOKMMOYEBMHA, BUHKPUCTMH, XNopambyuun, aTonosus, Lu-
TapabuH), UMMyHOMOAYNATOPbI (MaruHTepdepoH anbda-2a,
uHTepdepoH anbga-2b), HIMBUTOPBI UHTEPAENKMHA (Meno-
nu3ymab, beHpanmsymab) [13, 14].

3AKJIO4YEHUE

OCHOBHbIM AMarHOCTUYECKUM NPU3HAKOM, YKa3blBaKOLLMM
Ha BbICOKYK) BEPOSITHOCTb BO3HUKHOBEHWUSA 3HAOMMOKapAMUTA
Jleddnepa, sBnsetcs runep3o3nHo@uus, 4To TpebyeT Bbi-
COKOM HAaCTOPOXKEHHOCTW Bpayeil B OTHOLLEHWM BblSBNEHUA
n auddepeHUManbHON AMArHOCTUKU FUNep3o3MHOdUIMM
W TMNep303uHOGUNBHOTO CUHAPOMA.

HenynouKoBble HapyLLeHUs puTMa Ha QoHe runepaosu-
HOGWAMK MOTYT BbiTb pPaHHUM NPOSIBNIEHWEM 3HAOMMOKAPAUTA
JNleddnepa n npepLlecTBoBaTb AMArHOCTUMECKW 3HAYUMOMY
nogbeMy TPOMOHUHA U NOABIEHUIO TUNWYHbIX 3XOKapauorpa-
(MUYECKUX 1 INEKTPOKapAMOrpadUyECKUX NPU3HAKOB.

[pUMEHEHNIO TTIOKOKOPTUKOCTEPOMAO0B B afeKBATHbIX
A03aX [O/DKHO MPefLIecTBOBaTb MCKIKOYEHWe MMaTUHWUO-
YYBCTBUTESIbHBIX MyTaLWN.

CknapblBaeTcs BheyaTieHue, YTO Te4YeHue peak-
TMBHOTO (B JAHHOM Cflyyae — MapaHeonaacTMYecKoro)
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3HAOMUOKapauTa Jledbdnepa MoxeT ObiTb BoNHOOBpa3-
HbIM C NepUOAAMN OTHOCUTENBHOM CTabunmnsaumum Ha GoHe
3(heKTMBHON Tepanuu OCHOBHOrO 3abosieBaHWA Npu yc-
NOBWM Havana TakoW Tepanuu Ha 1-i cTagmMn 3HAOMUO-
KapauTa.

AOMO/IHUTE/IbHAA UHPOPMALIUA

Bknap aBTopoB. Bce aBTOpbl BHECNW CYLLECTBEHHBIN
BK/aZ B pa3paboTKy KOHLenuuu, NpoBeAeHne nccneaoBa-
HWS WM NOATOTOBKY CTaTbW, MPOYM 1 0fobpunn duHanb-
Hylo Bepcuio nepef, nybnukaumnen. Bknag Kaxporo asTtopa:
t0.H. TpuwKkuH, B.10. 3uMmnHa — KoHuenums, amnsanH, 0b-
paboTKa MaTepuanoB, aHanm3 AaHHbIX, HaMNWCaHWe TEKCTa,
0630p nutepatypsl; M.0. KapunkbsaH — cbop, obpaboTka,
aHanu3 aanHblx 3xoKT, 063op nutepatypsl; A.A. babasH —
cbop M aHanM3 AaHHLIX CYTOYHOTO MOHUTOPMPOBAHUS,
0630p nutepatypsl; 0.B. IpuropbeBa — cbop, obpaboT-
Ka, aHann3 naTosioroaHaTOMUYECKUX U TUCTONOrMYECKUX
naHHblx; T.b. byTaeB — o0bpaboTka MaTepuanos, aHanu3
LaHHbIX.

KoHdnuKT nHTepecoB. ABTopLI AeKIapUpYHT OTCYTCTBME
ABHBIX M MOTEHLMANbHBIX KOHDIMKTOB MHTEPECOB, CBA3AHHbIX
C NybsmMKaumen HacTosALLEN CTaTbu.

UcTouHuK duHaHcupoBaHuA. ABTopbl 3asBnsioT 06 OT-
CYTCTBMM BHELLUHEr0 (QUHAHCMPOBAHWA MPW NPOBEAEHUM UC-
CnefoBaHuA.
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KnuHuyecknin cnyyan ycnewHoro neyeHus
(OKYCHOM XKenya04KOBOM apUTMUU Y NALUEHTKU
C apMTMOreHHbIM NPOIaNcoM MUTPaIbHOIO KianaHa

H.C. TpetbsxoBa', C.A. bonpyesa', U.A. lleorosa', 0.C. LLIseuosa?, J1.C. EBaoxkumoBa’

! CeBepo-3ana/Hblilt rocyapCTBEHHbI MeMLIMHCKWIA yHuBepcuTeT M. W.A. Meunnkosa, CankT-Metepbypr, Poccus;
2 TopopcKas nonuknnumka N2 98, Cankr-etepbypr, Poccus

AHHOTALMA

MpobnemMa BeAeHMA NaLMEHTOB C MPONANCOM MUTPaNbHOTO KianaHa W JKeyA04YKOBbIMKA HapyLUEHUSMU pUTMa — apuUTMO-
reHHbIM MPONaNcoM MUTPANIbHOTO KNanaHa — [0CTaTOMHO aKTyaslbHa B KIIMHUYECKOM NPaKTUKe, YTO MPUBENO K NOSBNEHMIO
B 2022 roay 3KCMepTHOrO KOHCEHCYca Mo BeAEHMI0 TakuX 00/bHbIX. Ha 0CHOBaHWUM CO3LaHHBIX KPUTEPUEB MOXHO BbISIBUTH
rpynMy SML, BLICOKOrO pUCKa BHE3arHoi CepAeYHO CMepTH Npy Npoance MUTPAsIBLHOMO KilanaHa W 0CyLLeCTBUTb Meponpus-
WS Mo ee npefoTBpaLLeHuto. Kak BecTv 60MbHbIX C yMEpEHHBIM PUCKOM BHE3aMHOI CepieYHON CMEPTU 0CTAeTCs He 10 KOHLA
NOHATHBIM. [peaniaraeTcsa KIMHUYECKUIA Cydal YCNeLLHOro ledeHns GOKYCHOM XenyL04KoBO apuTMUW Y MaLMEHTKM C Npo-
NancoM MUTpabHOrO KiianaHa.

KnioueBble cnoBa: apMTMOFEHHbIﬁ nponanc MUTPaJibHOro KianaHa; Xejnyao4yKoBble HapyLlleHUAa putMa.

Kak uutnposatb

TpetbsikoBa H.C, bongyesa C.A. JleoHoBa WA, LlUseuosa 0.C, EemokumoBa JI.C. KnmHuueckuin ciyyal ycnewwHoro fedeHus (OKyCHOM 3xe-
NY[OYKOBON apUTMKM Y MaLMEHTKU C apWUTMOTeHHBIM MPOJancoM MuTpansbHoro kKnanaHa // Cardiac Arrhythmias. 2024. T. 4, N 2. C. 41-50.
DOI: https://doi.org/10.17816/cardar630783

Pykonucb nonyyeHa: 25.04.2024 Pykonucb ogobpeHa: 16.09.2024 Ony6numkoBaHa: 20.09.2024

A

3KO®BEKTOP Bce npasa 3awwmiLieHs

© 3xo-BekTop, 2024


https://eco-vector.com/for_authors.php#07
https://eco-vector.com/for_authors.php#07
https://doi.org/10.17816/cardar630783
https://doi.org/10.17816/cardar630783

42

CLINICAL CASE Vol. 4 (2) 2024 Cardiac Arrhythmias

DOI: https://doi.org/10.17816/cardar630783

Clinical case of successful treatment
of focal ventricular arrhythmia in a patient
with arrhythmogenic mitral valve prolapse

Natalya S. Tretyakova', Svetlana A. Boldueva', Irina A. Leonova', Olga S. Shvetsova?,
Larisa S. Evdokimova'

! North-Western State Medical University named after |.I. Mechnikov, Saint Petersburg, Russia;
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ABSTRACT

The problem of managing of patients with mitral valve prolapse and ventricular arrhythmias — arrhythmogenic mitral valve
prolapse — is quite relevant in routine clinical practice, which led to the creation in 2022 of an expert consensuses on the
management of such patients. Based on the criteria, it is possible to identify a group of people at high risk of sudden cardiac
death and implement measures to prevent death. How to manage patients at moderate risk of sudden cardiac death remains
unclear. A clinical case of successful treatment of ventricular arrhythmias in a patient with arrhythmogenic mitral valve
prolapse is presented.

Keywords: arrhythmic mitral valve prolapse; ventricular arrhythmias.
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Mponanc MuTpanbHoro knanaxa (MMK) fosonbHo wmpo-
KO pacnpocTpaHeH B MOMyMsLMM, Yalle BCEro BbiBNSETCS
Mpy NaHoBOM 3xoKapamnorpaduyeckom (3xoKI) obecnenosa-
HWK, 1, N0 MHEHMIO MHOMVX CMELMANMCTOB, XapaKTepusyeTcs
AobpokayecTBeHHbIM TedeHuneM [1-3]. Y bonblumHCTBa Naum-
€HTOB [JeiCTBUTENBHO He HabmofaeTcs HUKaKMX KIMHUYe-
ckux nposieneHuii NMK, ogHaKo B HEKOTOPbIX CyYasx y uu
¢ [MMK BO3HMKAIOT TaKWe cepbe3HbIe OCOKHEHNS, KaK TaXe-
nas MUTpanbHas peryprutaums, TpebyroLian XupypruyecKoi
KOpPEeKLMUH, UHPEKLMOHHBIN 3HA0KAPAMT, CUCTEMHbIE 3MOO-
vy, GubpunnaumMs Npefcepani, KenynouKoBble apUTMUM
(HA), n paxke BHe3anHas cMepTb [4, 5]. BHe3anHas cepaey-
Has cMepTb (BCC) y 6onbHbix ¢ [TMK Betpevaetcs B 0,2-0,4 %
CNyyaeB, YTO NpeBbILIAeT 06LLenonyALUMoHHYo [3, 6, 71.

B uccnepnoBaHusx, NOCBALLEHHBIX MOUCKY MPUYUHHO-
cneacTBeHHbix cBa3eit Mexay MK n BCC, 6binu nonyyeHsl
A0Ka3aTenbCTBa B3aUMOCBA3N 3NIEKTPUUECKOW HecTabunb-
HOCTM MWOKapha W M3MEHEHWI CTPYKTYpbl MUTPasbHOMo
annapara, Takux Kak ¢mbpo3 neBoro JenyAoyka B COCOY-
KOBbIX MbILILAX W HWKHe-Da3anbHOW CTEHKE, AM3bHHKLMS
MWUTpanbHOro Kombla (MUTpanbHO-aHHYNAPHOE pasbeauHe-
Hue / mitral annular disjunction — MAD) u cuctonuyeckoe
CKpy4mBaHue [3, 6, 7].

B nocnepHme robl NoSABUNOCH TaKoe MOHATHUE, KaK «apwT-
MOFeHHbI MpoManc MUTPanbHOrO KianaHa», mof, KoTo-
pbiM nogpa3symesaetcst MK, covetarowmitcs ¢ yactbiMm
UM cnoxHbiMu KA, B TOM YMCne KU3HeYrpoXKaloLWmUMK (Ke-
nynoykoBas Taxukapama (HKT), ¢ubpunnauma xenynoyxos
(D)) B oTCYTCTBME KaKOro-MbO APYroro apUTMUYECKOro
cybctpata (npu Hanmumum MAD nnm 6e3 Hero) [8]. B 2022 roay
ObIN M34aH KOHCEHCYC 3KCMEpTOB, MOCBALLEHHbIA BELEHMIO
noaobHbIx naumeHToB [6]. CornacHo paHHbIM psapga onyb-
NMKoBaHHbIX peructpoB no BCC wyawe Bcero cnyyam BCC
BCTpeyaroTca y Monoabix xeHwmH ¢ MK Ha doHe nonHoro
3p0poBbs [3, 7, 91. Ha ocHoBaHWM npefACTaBNeHHbIX B UTe-
paType KIMHMYECKMX cryyaeB cHOpMUPOBAIICS ONpefeneH-
HbIl KJIMHWUYECKUIA Npoduib NaupeHTa € «apUTMOreHHbIM
MMK»: XeHLLUMHa MONIof,0ro UK cpefHero Bo3pacTa ¢ nopa-
eHueM obenx cTBopok MK, HapyLueH1eM NpoBeAeHUs B cU-
CTEMe HOXeK nydKa [Mca, paccTpoiicTBamMu penonspusaLmu
(cMeLLieHne cermenTa ST, uHBepcus 3ybua T), nonuMopgdHoii
JKEeNy[L04KOBOM 3KCTPacucTonuen ¢ Mopdosnoruei bnokaabl
MpaBoi HOXKKM nydKa Mca [3, 7, 10, 11].

MpencTaBnaeM KIMHUYECKUI CNyYaii iedeHns (OKYCHOM
A y naumeHTKu cpefiHero Bo3pacTa ¢ NpoJiancoM MUTpasb-
HOro KnanaHa.

WeHwuHa, 54 ropa, noctynuna B MNaHoBOM NopsA-
Ke B KIMHUKY Kapawmonoruu C3IMY um. WM. MeyHukoBa
10.10.2023 ¢ »anobammn Ha olwuyuieHue nepeboes B pabote
cepaua (yyalleHHoe cepauebueHne, OLLYLLEHWE 3aMUPaHKs).
Yanob co cTopoHbI Apyrux OpraHoB 1 CUCTEM He MPeLbABNANA.

3 aHamMHe3a 3aboneBaHWs M3BECTHO, YTO OLLyLLIEHWE Me-
peboes B paboTe cepaua Havana otMeyats ¢ 30 NeT, ofHaKo
B TO BpeMS N0 NOBOAY HapYLLEHW pUuTMa He obcnesoBanach,
Ha 3KI, co cnoB naumeHTKW, apuTMuii He bbino. B aToM xe
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BO3pacTe CTana 0TMeyarthb NOBbILIEHWE NOKa3aTenen apTepu-
anbHoro Aasnenus ao 160/90 MM pT. cT., B CBA3M C YEM ObI
Ha3HayeH MpMEM TWUMNOTEH3UBHLIX NpenapaToB (MHrMbuTop
AN®+Ca-aHTaroHUCT) ¢ NONOXMUTENbHEIM 3D dEKTOM. 3HaeT
0 MOBbILIEHUW YPOBHSI 00LLEro XonecTepuHa o 6,6 MMonb/n
(tpurnuuepuabl — 1,2 MMonb/N, MNONPOTENabl BbICOKOM
nnotHocTv — 1,84 MMonb/N, IMNONPOTEUHBI HU3KOM NOTHO-
cTM — 4,21 MMonb/n, KO3QdULMEHT aTeporeHHocT — 2,6)
B TEYEHWE HECKOJbKUX JIET, OAHAKO FUMOAMMUAEMUYECKYHD
Tepanuio e He HasHa4anu.

MepBoe B M3HK cyToyHoe MoHuTopupoBakue IKI (CM
3JKI) 6bino BuinonHeHo 17.03.2020 (6e3 npenapatoB). 3akto-
yeHue: cuHycoBbi putM ¢ YCC ot 58 mo 140 (cpenHsia 86)
yA/MUH, cyBMaKcMMarnbHas 4acToTa CepAeyHbIX COKpaLLEeHW
(4CC) pocTurHyTa; OAMHOYHBIE KENYyA04KOBbIE SKCTPACKCTO-
nbl 1-ro TMna — 332 (15/4), 0AMHOYHBIE XENy[A0YKOBbIE
3KcTpacucTonbl 2-ro Tuna — 91 (4/4), NapHble XenyaouKo-
Bble MOHOMOPQHbIE IKCTPACUCTONbI — 7; OAMHOYHbIE Haf-
KenynouKoBble akcTpacuctonbl — 114 (5/u); nweMmyeckme
u3meHeHust Ha IKI He obHapyeHbl. KapauonoroM no Mecty
HUTenbCTBa bbin HasHayeH buconponon 5 Mr.

Ha doHe paHHOM Tepanum yepes 4 Mec. BbIMOSIHEHO KOH-
TposbHoe CM 3KT: cunycoBbiv putM ¢ HCC ot 58 oo 138 (cpea-
Hee 78) ya/MuH, cybmakcumanbHas YCC pocTurHyTa; oaMHOY-
Hble Xenyao4KoBble KcTpacucTonbl 1-ro na — 122 (5/u),
OJMHOYHBIE KENYAO0YKOBLIE 3KCTPACUCTOMbI 2-r0 TUNa —
31 (1/4); OAMHOYHblE HaAMENYLOYKOBbIE 3KCTPACHUCTO-
nbl — 79 (3/u); nwemmyeckne nsmeHeHns Ha KM He obHa-
PYKeHbl. YuuTbIBas XOPOLUMN KIIMHWUYECKWIA OTBET Ha NpUEM
(-6nokaTopoB, NauMeHTKa NPOLOIKMIA er0 NPUEM.

Otmeuaet yxyawenue ¢ 2021 roga (Ha ¢oHe CunbHOTO
cTpecca U nepeHecenHoro COVID-19), korma ctana oTMeyatb
HapacTaHWe 4acToTbl NMPUCTYNOB (HECKOMBKO pa3 B Hefenio)
B BMfe OLLyLeHns nepeboeB B paboTe cepaua Kak npu gu-
3M4ECKOI HarpysKke, TaK U B MoKoe («ByaTo Bce KyBbIpKaeTcs
BHYTPW»); Ha (POHE MPUCTYNOB BO3HMKANO YYBCTBO HEXBATKMU
Bo3ayxa. Kpome Toro, oTMeyana 2 anu3ofa NpecuHKONabHOro
COCTOSHWSA, BO3HUKLLIMX CPefy MOHOro 6narononyums, B MoKoe,
COMPOBOXAMOLLMXCA YyBCTBOM nepeboeB B pabote cepALa.

CM 3KT ot 09.11.2022 (puc. 1): cuHycoBbIi putM ¢ HCC
oT 55 fo 136 (cpeaHee 76) yA/MUH; 0AMHOYHBIE XeNy0UKO-
Bble 3KcTpacucTosbl 1-ro Tuna — 19 361 (805/4), oanHOYHbIE
enyaouKoBble 3KcTpacucTonbl 2-ro Tina — 1067 (44/u),
napHble XenynouKoBble MOHOMOP(HbIE 3KCTPACUCTOMbI —
1267 (53/4), napHble enyLoYKoBbIe MOAMMOPQHbIE 3KCTPa-
cuctonbl — 364 (15/4), HeycToMuMBas MoHOMoOpGHas eny-
AouKoBas Taxukapansa (KT) — 40/cyT (2/4) pHeM, HOUbIO HeT,
HeycTonumBas nonuMopdHasa T — 27 (1/4) nHeM, HoYbIO HeT.

Mo pesynbraram uccnefoBaHUA NaLMeHTKe Ha ambynartop-
HOM 3Tane Obln Ha3HayeH coTanon B ao3upoBke 120 Mr/cyT,
[anbHeNLLME NOMbITKW YBENMYEHUS [L03bl ObIIM COMPSXEHBI
C pa3BMTMEM BbipaXKeHHOW BpaauKapauu, noatoMy bbina
0CTaB/eHa MPEeXHASA J03MPOBKa.

Ha doHe Tepanum cotanonom 27.06.2023 seinonHeHo CM
3JKT: cuHycoBbii putM ¢ HYCC o159 o 119 (cpenHee 79) ya/Mu,
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0AMHOYHbIE JKEeNyA0YKOBbIE 3KCTpacucTonbl 1-ro Tuna —
16 553 (696/4ac), 0aMHOYHBIE ey A04KOBbIE IKCTPACUCTONbI
2-ro TMNa — 67 (3/4), napHble XenyA04KoBble MOHOMOPG-
Hble 3KcTpacucTonbl — 982 (41/4), napHble enyLo4KoBble
nonMMopgHble 3KcTpacuctonbl — 135 (6/4) AHEM, HOYbHO
HeT, HeycTonumuBas nosmmopdHas T — 34 (1/4) oHeM, Ho-
ublo HeT (puc. 2).

YunTblBas COXpaHEHME IKENyAOYKOBbIX HapyLe-
Hun putMa ((KHP) Bbicokon rpapaumu, naumeHTKa bbina
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rocnuTanuavpoBaHa B OTAeneHue Kapguonorun C3rMY
M MeunnkoBa WM. pns obcnepgoBanus M onpepenexus
OaNbHENLLEeN TaKTUKM NIeYeHns.

N3 aHaMHe3a u3HW M3BeCTHO, YTo Habyluka nauveHT-
KW yMepna BHe3anHo B 42 ropaa, a y otua BbiseneHbl [IMK
1 XHP, no noBopy 4ero oH NPUHUMAET NeKapCTBEHHYHO Tepa-
MU0 (4TO MMEHHO, NaLMEHTKA 3aTPyAHWUNACh OTBETUTB); OTeL
NaUMeHTKM Obln NpUrnalleH B KIMHUKY Ans obcnefoBaHus,
HO He npuLLen.

Puc. 1. 3nu3oabl HeyCTOYMBOM enyL04KOBOM TaxMKapAMM MO LaHHBIM CYTOYHOr0 MOHMTOPUPOBaHMSA Kapavorpammel 09.11.2022

Puc. 2. 3nu3oabl HeycTOWYMBOM NOMMMOPGHON Keny[04YKOBON TaXMKapAUM NO AaHHBIM CYTOYHOTO MOHUTOPUPOBAHMUS 3IEKTPOKApAMO-

rpamMmbl ot 27.06.2023
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C 1OHOCTM nauMeHTKa 3aHMManacb CropToM (nerkas
aTneTuKka), mpoxoguna obcnefoBaHUs B CMOPTUBHBIX AMC-
MaHcepax, HUKAKoM NaToyioruu He BbIABNIAOCh. HapyLueHuii
MEHCTPYaNnbHOro LMKNIa HeT, BepeMeHHOCTb OfHA, 3aKOH-
UMBLLAACA MEJMLIMHCKMM NpepbiBaHueM B 17 net (no couu-
anbHbIM NpuuMHaM). MNauneHTKa KypuT 1o 5 curapeT B feHb
B TeyeHue 30 ner.

Mpy 06BLEKTMBHOM OCMOTPE MpU MOCTYM/IEHWM: COCTOS-
Hue ypnosnetsopuTenbHoe. Co3HaHme AcHoe. Bec 56 Kr, poct
165 cMm. Mynbc 65 ya/MUH, apUTMUYHBINA (3KCTpacuCTONUS),
YL,0BNETBOPUTENBHBIX XApPaKTePUCTUK. [paHuLbl OTHOCU-
TeNbHOWM CepAeYHON TYMoCTU He paclumpeHbl. ToHbl cepaua
npurnyleHsl. MaTonoruyeckue LWYMbl He BbICNYLUMBAKOT-
cs. AptepuansHoe paenenue 125/90 mm prt. cT. [pynHas
KNneTka npaBunbHOW QopMmbl. YacToTa AbixaHua 16/MuH.
Mpu aycKynbTauuM AbixaHue XEecTKoe, MPOBOAUTCA BO BCe
0TAEeNbl, NOHOYHBIX AbIXaTeIbHBIX LLIYMOB HET.

Bbinn BbINONHEHBI KITMHWKO-NTabopaTopHbIe MCCNeaoBa-
HWS: KIIMHUYECKWUIA aHanM3 KpoBW, BUOXMMMUECKUA aHanus
KpoBu — 6e3 natonoruu. Uccnegosanue TMpeonaHoro cTa-
Tyca — 6e3 OTKIIOHEHMA.

Mo paHHbIM 3KI: cuHycoBbi putM ¢ YCC 64 ya/MuH.
bnokapa nepenHe-BepxHeii BETBM IEBOM HOXKKM My4Ka l1ca.
MenneHHoe HapacTaHue 3ybuos rV1->V3. HapyweHnue npo-
LeccoB penonsipusaumm (aByxdasHblid, cnabononoxutenb-
Hen T B V4-V6 (puc. 3).

Mo aaHHbIM IxoKT (BbINONHEHO BrepBbIe 3a BCe Bpe-
Ms Habnogenns): nesbii xenypodvek (JIH) He yBennueH,
MWOKap He YTOJLIEH, MEeXIKeNnyAo4yoBas Neperopojka
8 MM, 3agHsas cteHka JIXK 9 MM; noKanbHbIX HapyLueHWi
COKPaTUMOCTU He BbIABJIEHO; rnobanbHas COKpaTUMOCTb
coxpaHeHa, ¢paruus Boibpoca JIK 61,2 %. CtBopku Mu-
TpanbHoro knanaHa (MK) MUKCOMaTo3HO M3MeHEHbI, Npo-
nanc obeux cteopok MK 2 ct., 8 MM. Peryprutaumsa 1 cr.,
VC 4 MM (puc. 4).

Mpu aHanuse pesynbtatoB IKI m CM 3K naumeHTkm
HaM He ypanocb ybeouTenbHO ONpefenuTb JIOKanu3aumio
JEeNYA0YKOBOM 3KCTPACMCTONMM OTHOCUTENBHO annapara
MK: nepefHss v 3agHAA NanunsipHble MbILWLbI, NEpeLHUN
W 3afHWA OTLENbl MUTpanbHOro Konbua. YenyaoukoBble
KOMMJIEKChI He COOTBETCTBOBA/M CYLLECTBYIOLLWM KPUTEPUAM
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Puc. 3. InekTpokapavorpamma ot 10.10.2023

ANA 3TUX NoKanmM3auuii [6], Ho No MopdhoorMM KOMMNEKCOB
BbIno NOHATHO, uTo OHKM NpoucxoaaT us JIK.

YuutbiBas Hanuume HaKTopoB puCKa pasBUTUA ULLEMM-
yeckoir bonesHu ceppua (aucnunupemus, apTepuanbHas
TUNepTeH3MNs, OTArOLLEHHas HACcNeACTBEHHOCTb, KypeHue)
LN UCKIIYEHUS MLLEMUYECKOTO reHe3a HapyLUeHWi puT-
Ma Obl NpoBefeH Harpy304Hbli cTpecc-TecT (cTpecc3xoK)
(Ha doHe oTMeHbI cotanona). Mo pesynbTaTam cTpecc-TecTa:
pocturHyta cybmakcumaneHas YCC npu Harpyske 75 Bt
(8.40 MET). UcxonHo — HapyLueHWi NOKanbHOM COKpaTUMO-
CTU He HanzeHo. Ha BbicOTe Harpy3ku HapyLweHWUN oKasb-
HOM COKpaTUMOCTU He nosiBuiock. Bo BpeMs TecTa BhbisiBNe-
Hbl HapyLLeHNs puTMa (OMHOYHbIE, MapHbIe NONMMOPdHbIE
3KCTpacucTonbl (bureMuHms), anusonsl Heyctonumeon T),
yacToTa KOTOpbIX 3HAYMMO He HapacTana no Mepe MoBbl-
LUEHUS YPOBHA (M3n4ecKoi Harpysku u ysenmdenusa YCC.
Ha npetectoBoit 3K — oguHoyHas nonMMopdHas aKcTpa-
CUCTONMS, YacToTa HapyLUeHit puTMa He U3MeHunacb fo-
cToBepHO Ha (oHe Harpysku. B BoccTaHoBMTENBHOM Mepuo-
[e: OAMHOYHas M napHas moauMopdHas 3KCTpacucTonug,
BbIPXXEHHOCTb HApyLUEHWA PUTMa He OTJM4Yanach OT AaH-
HbIX 10 Harpy304HOro TecTa.

CrnepnyowmM 3TanoM naumeHTKe Obina npoBefeHa aua-
FHOCTUYECKas KopoHapoaHruorpadus: KOpoHapHble apTepu
He U3MEHEHDI.

Puc. 4. 3xokapamorpamma ot 11.10.2023. CtpenKammu nokasaHo nponabupoBaHue CTBOPOK MUTPANbHOMO KilanaHa
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[ng “cKknioYeHns NepeHeceHHoro MMOKapaMTa U BbisB-
nenus Mopdonoruyeckoro cybetpata HP nauveHTKe bbina
BbIMOJIHEHA MarHUTHO-pe30HaHcHas ToMorpadus (MPT) muo-
KapZa C KoHTpacToM (ragonmuuii). MPT cepaua 6bina npo-
BeleHa Ha ToMorpade ¢ MHAYKUMen MarHuTHoro monsd 3 T
Mno CTaHAapTHOMY NPOTOKOJY C MPULENLHON OLEHKOW MHU-
TpanbHoro KnanaHa (puc. 5).

CokpaTtuTenbHas ¢yHKuMA no aaHHbIM MPT (B ckobkax
YKa3aHbl HOpMasnbHble 3Ha4YeHus AnA Bo3pacTa M nona):
dpakuma Beibpoca JIK — 61 % (59-77 %), ynapHbii
06beM — 84 mn (57-113 mn). KoHeuyHo-amacTonmueckuii
06beM — 138 mn (86—166 mn). KoHeuHo-auacTonnyeckuii
06beM uHa, — 85 Mn/M? (56-90 mMn/M?). KoHeuHo-cucTonm-
yeckun 06beM — 54 Mn (22-59 mn). KoHeuHo-cucTonnye-
CKMit 06beM MHA. — 33 mMn/M? (14-33 mn/M?%). Macca Muo-
Kapaa — 139 r (72-144 1), macca uHa. — 87 r (48-78 ).
Mpu aHanuse u3obpaxeHuin, nonyyeHHbx B pexume Cine,
0TMevanca nponanc 3agHein ctBopku MK, npusHakoB mu-
TPaNbHOM aHHYNSAPHOM OW3BIOHKLMK He BbISBNIEHO. Ha cepusx
OTCPOYEHHOI0 HAKOMJIEHUS KOHTPACcTHOro npernapara B obbe-
Me 20 MNT NpU3HAKM HAKOMNIEHUs B MUOKapZe He onpejens-
JIMCb — A@HHBIX 0 HANMYWUW BOCNANIUTENBHBIX U GUBPO3HBIX
M3MEHEHMIA He MOJTYYEeHO.

Beupy HeabdeKTMBHOCTM MPOBOAMMON aHTUAPUTMK-
YEeCKOM Tepanuu COBMECTHO C apuTMonoramu 6bino npu-
HATO peLleHWe O NpOBEAEHUM PaLMOYaCTOTHOM KaTeTepHOi
abnaummn (PYA) 30HbI Hanbonee 4acTom apuUTMUM C Y4ETOM
uMetoLmxca y bosbHoiM gakTopos pucka BCC — paciumpeH-
HOro NpOTOKOMA 3HAO0KAPAMANbHOTO 3MEKTpodM3nonoruye-
ckoro uccnepoBanus (33®N). MaumeHTKa bbina nepeBefeHa
B OTAEJIEHUE XUPYPIUHECKOrO JIEYEHUS CIIOXHbIX HapYLLIEHWIA
puTMa cepaua (3aBeayroLmiA OTAENEHUEM — [i-p Mef. HayK
B.A. MapuHuH).

Pesynbtatl 33®W: npu nporpaMMupoBaHHOM CTu-
Mynsuum AB-npoBepeHve pekpemeHTHoe 6e3 pa3pbiBoB
1 3xo-oTBeToB. [lpn cBepxyacToi CTUMynAUMM Gubpunns-
uMs NpeAcepauid, TpeneTaHue npefcepavi, npencepaHas
TaxuKapaus He uHAyumpytotcs. pu npoBefeHWM cBepx-
yacTon cTUMynAuMmM u3 Bepxywwiku JIXK u BbixofHOro TpakTa
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JIK no 3 skctpactumynos KT He ungyumpyetcs. MNoctpoeHa
3MeKTPO-aHaTOMMYecKas KapTa. BoisineHa Haubonee paH-
HAS aKTMBALMA Ha QOHe JIEBOKENYA04KOBO IKCTPACUCTONMM
B MepefHe-NneperopofoyHon obnactu bnmxe K BepxyLUKe
JIK. B a1y 30Hy 6bin HanpaeneH PY-Tok MowHocTbio 40 Bt
A/UTENBHOCTBI0 MUH 2 € ucHe3HoBeHWeM H3.

B nocneonepauvoHHOM nepuofie MauMeHTKa oTMevana
3HaUUTENIbHOE YNYYLLEHUE CaMOYYBCTBUS, WUCYE3HOBEHME
owyweHus nepeboes B pabote cepaua, bbina BeinucaHa
Ha ambynaTopHoe JieyeHne C peKOMeHAaLMAMM: aTopBacTa-
TMH 40 Mr/cyT, nepuHgonpun 4 Mr/cyT, aMnogmnuH 5 Mr/cy,
uconponon 5 Mr/cyr.

B ¢despane 2024 ropa ambynatopHo BbinonHeHo CM 3KT:
cuHycoBblii putM ¢ YCC ot 57 mo 139 (cpeaHssa 76) ya/MuH;
OJMHOYHBIE KENy[0YKOBbIE 3KCTpacucTosbl 1-ro Tuna —
118 (5/u), onMHOYHbIE IKENy[A0YKOBbIE 3KCTPAcUCTONbI
2-ro Tuna — 28 (1/4), oAMHOYHbIE HaJKeNyL0YKOBbIe 3KCTpa-
cuctonbl — 79 (3/4); uwemmyeckue uameHenns Ha KT He 06-
HapyeHbl. [JaHHble CM 3K ceupeTtenscTBoBanm 0 xopoLuem
aHTMapuTMMyeckoM addeKTe NPOBEAEHHOr0 BMELLATENLCTBA.

ObCYXOEHWUE

Knunuueckue nposenenus NMK vawe Bcero onpegens-
I0TCS BbIPaXKEHHOCTbI0 MUTPaNbHOM peryprutaum (MP) [4, 6],
NPV TAXKENON CTEMEeHN KOTOPON pa3BMBAETCS PEMOLENMPO-
BaHue nesoro npepacepaus u JIXK. Mpu He3HauuTeNbHOM
06beme MP 1 HopManbHbIX pa3mepax JieBbIX KaMep cepALa
TeyeHue MK cuutaetcs fo6poKayecTBEHHBIM, C XOPOLUMM
nporHo3oM [12]. BmecTe ¢ TeM psiaoM aBTopoB bbiso NoKasa-
Ho, 4T0 Y naumeHToB ¢ NIMK MoryT pa3BuBaTbCA KM3HEYTpo-
atowme XHP n BCC He3aBucuMo ot Tsxect MP munm puc-
OyHkumm JIK [9, 13, 14].

B uccneposanum B. Essayagh u coaBT., npoBefeHHOM
Ha bonbLuoi (n = 595) KoropTe nauueHToB [9] ¢ U30MpoBaH-
HbiM [IMK, 6bino nokasato, yto npu CM 3KI KHP Bhissns-
loTcs Hewacto, Ho HeycToiumsas KT, KoTopas BcTpeyanach
y 9 % bonbHbIX, npu yactote 180 yo/mMuH v bonee, bbina npe-
avkropom BCC.

Puc. 5. MaFHMTHO-pE3OHaHCHaFI TOMOFpaCbVIﬂ MUOKapaa. (OFKE] 0TCPO4EeHHOro HaKonjaeHUA KOHTpacTHOro npenapara
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B mocnepHwe rogpl psag MccnepoBaHuin MPOSEMOHCTPH-
poBan cywectBeHHylo cBasb Mexay MAD u MK [15]. Ux
pe3yfbTaTbl NOATBEPAWIH, 4TO Y NauneHToB c [IMK Habnio-
panacb bonee Bbicokas 4yactota MAD no cpaBHeHMio ¢ na-
unentamm ¢ [IMK 6e3 aputmum [11, 15]. C apyroi cTopoHbl,
bbino nokasaxo, uto gaxe 6e3 [IMK MAD cBsizaHo co cnox-
HbIMM apUTMUYECKUMW SBNIEHWAMU, YTO MO3BONSET Mpej-
MON0XMTb, YTO OHO CaMa no cebe MoxeT BbiTb MapKepoM
3nokayectBeHHbIX HHP [16].

Yto KacaeTca Hallen NauMeHTKM, YYMTbIBas YXYALUeHWe
K/IMHWYECKOW CUMNTOMATUKM W nosiBneHne bonee cepbesHbIx
YXHP npu CM 3KTI nocne nepeHeceHHon B 2021 rogy HoBOWA
KOPOHaBMPYCHOW MHGDEKUMM, MOXHO OblNo NpeAnosioXuTb,
yto 60nbHas nepeHecna B 2021 roay BUPYCHBIA MUOKapaMT.
OnucaHbl KnuHudeckue cnydam [17] HapacTaHua KiuHUYe-
CKOW cumnToMaTukK y naumeHToB ¢ [IMK Ha ¢one COVID-19,
HO BCe OHW bl CBA3aHbI C ABNEHUAMU CEpLEYHON Heplo-
CTaTOYHOCTM Y TaKUX MaLMEHTOB BCNEACTBME OCTPOr0 MMWO-
KapawTa W ycuneHust MUTpanbHo perypriutaumy 6es nocne-
Aytowlero HapactaHus HHP.

Y 28-37 % [18, 19] naumentoB ¢ NIMK npu MPT BbisiB-
NAKTCA 30HbI HMOpO3a, YacTo NoKanusylowuecs B obiactu
KOMbLiA M NanuINApHbIX MbILLL, @ TaKXe HUXHe-6a3anbHol
cteHku JIH [20]. Y Hawen bonbHoii npu MPT cepaua He 6bino
BbifBNeHO Taxenon MP v aucdyHkumm JIXK, a takoke MAD,
MPU3HAKOB TEKYLLET0 UM NEPEHECEHHOr0 MUOKapAMTa, 04a-
roB ¢ubpo3a. Takas cuTyaums HepeaKo BCTPeYaeTcs Npu Tak
Ha3blBaeMbIx uamonatuyeckux XA, Yto Kacaetcs BO3HUKHO-
BeHus JHP npu NMK, To oHM MOryT ObITb CBA3aHLI He TOJILKO
C aHaTOMMYeCKUM cybcTpaToM (ouarm ¢hmbpo3a nanmnnspHbIx
MBbILLILL, BOBIEYEHME BOSIOKOH [TypKUHbE M Ip.), T. €. MEXaHU3-
MOM pe-eHTPH, HO U C HAaTSKEHWEM NOAKIIANaHHBIX CTPYKTYP
C peanu3auuei MexaHu3Ma nocTaenonsapu3saumii [6]. KocseH-
HbIM MPU3HaKOM NoA06HOr0 MOryT BbITb MMEIOLLIMECS Y Ha-
Len MauMeHTKN HapyLLeHWs penonspusaunm B BUAE [BYyX-
da3Horo, cnabononoxurensHoro T B V4-V6. Kpome Toro,
HalM4yMe MMKCOMaTo3HbIX HapyweHuii B MK He uckiouaet
CTPYKTYPHOI NaTtonoruv Apyrux OTAENoB MUOKapAa, B TOM
UMCNEe Ha KIETOYHOM YPOBHE, YTO HEBO3MOMHO BbISBUTb
npu MPT.

B cBA3u € TeM, 4T CneumanbHbIe NPOTOKONbI 1S NaLMeH-
708 ¢ [IMK He pa3spaboTaHbl, cornacHo KoHceHcycy no ANMK
[6] cnonb3yeTcs CTaHAAPTHbINA MPOTOKON 3HA0KAPANANBLHOMO
30W. Mo paHHLIM He3aBUCUMOTO cUCTeMaTUYecKoro ob3opa
Ha 3Ty Temy [21], npu npoeaeHun 330U y naumenTos ¢ [IMK,
nepexwuBLmx anusog BCC, T nHayumposanack B 5 % cny-
yaes, HKT — 23 %, ®} — 18 %; B 55 % cnyyaes HP
He MHayuMpoBanack. TakuM 06pa3oM, aBTopbIbl AENaIOT Bbl-
BOJ, YTO AMArHOCTMYECKOe 3HayeHWe 3HAOKapAWabHOro
30U npu ncnonb3oBaHUM CTaHLAPTHOTO NPOTOKONIA B AaHHOIA
CUTyaLMK OrpaHUYeHo.

B npeacTaBnenHom cnyyae npu IOUN obHapyxeHa paH-
HAS aKTMBaLMA Ha POHe JIEBOXKENY,04KOBON IKCTPACUCTONNM
B nepefHe-NneperopofoyHoil obnactu, bnmxe K BepXyLLKe;
T He wHayumposaHa, nocnepywouwee PY-Bo3speicteue
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B 3TO/ 30HE NPUBENO K JIMKBULALMM OJJHOTO, CaMOr0 YacTo-
ro Tuna MoHoMopdHon 3 1 cnocobcTBOBaN0 yMeHbLUEHUHO
Konuyectea Apyrux. CornacHo AaHHBIM KapTupoBaHus, do-
KYCHOW aKTMBHOCTU U3 CTPYKTYP ManunsipHbIX Mol 06Ha-
PYeHO He Bbino.

TakuM 0bpa3oM, HECMOTpSA Ha He[OKa3aHHY, No [aH-
HbIM 330U Hawen naumeHTKM, HeMoCPeACTBEHHYK CBSA3b
30HbI paHHeit akTuBaumm ¢ obnactblo MK, Mbl cuntaeM Bo3-
MOXHBIM CYMTaTb UMEIOLLYIOCA NaTOOMMI0 apUTMOrEHHBIM
MMK, nockonbKy, cornacHo KoHCeHcycy 3KcnepTos [6], K Ka-
Teropum sy, ¢ AMNMK oTHocsTea naumenTbl, umetowwme MMK
(c wnn 6e3 MAD), c vactoii (6onee 5 % ot obuiero uncna
KoMnneKcoB) u/unn nonuMopdHoii, napHon X3, HIKT, KT,
OX npu oTCyTCTBMM MHOrO [OKa3aHHOrO apUTMOreHHOro
cyberpara. bonbHas B LenoM cooTBeTCTBOBanNa TpagmLMOH-
HO onucbiBaeMoMy «theHoTuny aputMoreHHoro [TMK», Bepo-
ATHO, HACNeLCTBEHHOrO reHe3a: MEHLUMHA CPefHero Bo3-
pacTa, acTEHMYECKOro TENIOCIOKEHUS, C NponabupoBaHWeM
AByx cTBopoK MK, npusHakamu HapylueHWs penonspusaLmu
no IKI — aByxdasHbiii, cnabononoxutensHbiii T B V4-V6,
C MOAMMOPQHO 3KeyA04KOBOW 3KCTpacucTonmen ¢ Mopdo-
norvei 6oKafbl NPaBoi HOMXKKKM My4yKa Mmca. Kak ynoMuHa-
nocb Bbllwe, y oTua 6onbHoi umeetcs MNMK, v oH neuuntcs
Mo nosofly apuTMuiA, a 6abyLuka naumMeHTKu (Mo MHUKM 0TLA)
BHe3anHo yMepna B 42 roga.

B cooTBeTCTBMM C KOHCEHCYCOM 3KcnepToB EBponeiickon
accouvaumm cepaedHoro putMa (European Heart Rhythm
Association — EHRA) no BegeHuMio NauveHToB ¢ apUTMOreH-
HoiM [IMK 2022 roga [6], Kk naumeHTaM Bbicokoro pucka BCC
oTHOCAT Jn ¢ yetonumsoi T (He U3 BbIxogHOro TpaKTa npa-
BOr0 WS JIEBOTO JKEJy04Ka), CMIOHTAHHOW HeycToiumBoi T
u Heyctonumson T > 180 ya/MuH, cuHKONanNbHLIMK COCTORA-
Huamm, naMeHenmamn Ha 3K, cnyvaamm BCC y 6rvokaniumx
poacTBeHHWKOB, Taxenon MP, MAD, npusHakamMmu HakoneHus
KOHTpacTa no AaHHbIM MPT. Hawwa naumeHTKa cooTBeTCTBOBA-
Na No MeHbLLEH Mepe rpynne yMEPEHHOTO PUCKa: noamMopd-
Has X3, Heyctoitumsas XKT > 180 ya/MuH, YacTas v napHas
3, Hapywenusa penonspusaumm Ha 3K, npecuHKonanbHble
COCTOSHWA B aHaMHe3e. IMeHHo Mo3ToMy Mbl NpOCUNM apuT-
MOJI0rOB NPOBECTU NONHbINA NpoToKon 330U,

MaumeHtam ¢ aputMoreHHbIM [TMK 06b14HO Ha3HavaloT Te
e aHTUapUTMUYECKMe Npenaparbl, YTo U APYrMM NaLMeHTaMm
¢ XXHP [8, 10], onHaKo UccneaoBaHWiA, NOLTBEPXKAAOLLMX UX
3 eKTMBHOCTL NPW AaHHOM NATONOMMK, B HACTOSILLIEE BPEMS
HeT. CornacHo KoHceHcycy akcneptoB EHRA [6], ons npepor-
Bpawenns BCC y naumentoB ¢ aputMoreHHbIM MK pac-
CMaTpuBaloTCA 4 BapuaHTa JeYeHWs: MeLMKaMeHTO3Has
Tepanus, KateTepHas abnsums, ycTaHOBKa WMMNaHTUpye-
MOro KapavoBepTepa-aedubpunnstopa (MKL) n onepaums
Ha MK. BapuaHTbl neyenmns aputMorenHoro [IMK Hanpasne-
Hbl Ha yNyyLLIEHWE NePEHOCUMOCTM CUMMTOMOB W NOBbILLIEHME
BbIKMBAEMOCTM.

KateTepHas abnsuus sensetca apdeKTMBHBIM METOAOM
neyeHns 3N10KaYeCTBEHHbIX apuTMuid y naumeHToB ¢ MK
[10, 11, 22, 23]. F.F. Syed n coaBT. NpoAeMOHCTPMPOBa/MH,
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uto PYA moxkeT bbITb yenewwHa y naumenTos ¢ MK ¢ cumnto-
MaTUYECKUMM, PE3UCTEHTHBIMU K NIEKapCTBEHHbIM CPeACTBaM
HAT18].

B HacTosLee BpeMs CyLLecTBYeT Maio aHHBbIX, KOTOpble
Bbl fokasbiBanv 3 deKTMBHOCTL YeTaHoBkM UKL, nauveHTam
¢ BbicokuM puckoM BCC Ha done MK, HekoTopble 3KcnepThl
npegnaratoT ucnonb3osatb 330U ana ctpatudmkaumMm pucka
BCC y aTux naumeHTOB ¥ NpY MHAYKLMK ycTonumBon T peko-
MeHayT uMnnanTaumi UKL ana nepsuuHon npodmnaktu-
kn BCC [6, 7, 15]. UMnnanTauma UKL nauveHTam ¢ aput™Mo-
redHbiM MK, nepeHeclunM 0CTaHOBKY cepALa, NpoBOAMTCS
Mo NpuHUMNY BTOpKU4HOM npodunaktukm BCC [6, 7, 10, 11].

B HawweM cnyyae HasHaueHWe NaUMEHTKE aHTMapUTMUYe-
CKMX MpenapatoB OKasanocb Mano3dheKTMBHbLIM, NOKa3a-
HWit K uMnnanTtaumn UK vnm koppekummn MP He 6eino, YKHP
ObIAM CUMMTOMHBLIMW, HECMOTPS Ha MeIUKaMEHTO3HYH Tepa-
nuio. B cBA3M ¢ 3TUM, yuuTbiBasa YacToTy u xapaktep XHP,
AaHHble 330U, bbin0 NPUHATO peLueHne 0 NPOBEAEHUM WH-
Ba3MBHOIO BMeLLIATENbCTBA, @ UMEHHO KaTeTepHoW abnauuu
apUTMOreHHOro oyara, KoTopas OKasanacb 3(QGheKTUBHOM.
OpHako 6onbHas JomkHa HaxoauTbCs Mof, HabmogeHneM
Kapavonora, Tak Kak MK octaetcs W He ucCKloueHo Ha-
JIMYME MHOTO CKPBITOTO apUTMOreHHOro cybcTpara, Befib U3-
BecTHbl cnydan BCC y naumentos ¢ AMMK cnycTa roabl nocne
obHapyxeHus XHP [6].

3AKJIKYEHUE

Ha cerogHawHuin peHb aputMorenHoin MK Bce
yawle cTtaHoBuTCcA npegMeToM onucavusa. Ceasb MK
n BCC noaTtBepipaetca psaaoM KIMHWYECKUX, 3M1EKTPO-
Kapavorpaduyeckux u 3neKTpodU3NoNOrMYECKUX AAHHBIX.
Cuntaetcs, uto Hambonee Bbicokuit puck BCC umeetcs
Yy NauUMeHTOB C AU3bIOHKLUMEN MUTPANbHOMO KOMbLA, 0JHAaK0
3noKayectBeHHble A BcTpevatotca u y naumenTos ¢ MK
6e3 MAD.

Crout otMetuTh, 4to MexaHusMmbl XHP y nauuenToB
¢ NMK TpebytoT panbHeiilero uccnenoBaHus, UCNoNb30Ba-
HWSA pa3nnyHbIX bosiee TOUHLIX METOAOB MHBA3MBHOIO W He-
MHBA3MBHOr0 KapTUPOBaHMS, a TAKKE U3YUEHMUS KIIETOUHbIX
MEXaHM3MOB HapylleHui putMa. Heobxoommo npopomxuts
MOUCKU MapKepOB p1CKa U pa3paboTKy onNTUManbHbIX CTpaTe-
T1iA fleYeHns;, 0CHOBaHHBIX Ha haKTMYeCKUX AaHHbIX Y NoA00-
HbiX 605bHBIX. BpayaMm 06LLei npakTUKK CnegyeT NMOMHUT,
yto «be306MaHbIN» NIMK MoxeT oKasatbes daTtanbHbIM, No-
3ToMy BceM naumeHTam ¢ [IMK, xanyiowmmcsa Ha nepebom
B pabote cepaua, cnenyet BuinonHaTe CM 3KT.

NO0NONHUTENIbHAA UHOOPMALIUA

Bknap aBTOpoB. Bce aBTOpbI BHECHM CYLLECTBEHHBIN
BK/a B pa3paboTKy KOHLENLWMW, NpOBEAEHWE UCCe0BaHMSA
1 NOArOTOBKY CTaTbM, MPOYAM W 0000pnAn BMHaNbHY0 Bep-
cuio nepen nybnukaumen. Bknap kaxaooro astopa: H.C. Tpe-
TbAAKOBA — 00CNeA0BaHME NaLWeHTa, NoyYeHMe NepBUUHBIX
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AaHHbIX, aHanM3 MOMyYeHHbIX AaHHbIX, HanMCaHWe TEKCTa;
C.A. bonayeBa — KOHUENUMA W OU3aiH UCCNEA0BaHNS, Ha-
McaHme TeKCTa; BHECEHWE OKOHYaTeNIbHoM npasku; WA, Jle-
OHOBAa — HKOHLEMUMA M [M3alH UCCNefoBaHMs, aHanu3
nmTepaTypsl, HanucaHme TekcTa; 0.C. LLBeLioBa — obcnepo-
BaHME MaUMEHTKM, MOyyYeHMe NepBMUHbIX OaHHbIX, aHanm3
nonyyeHHbIX AaHHbIx; J1.C. EBooKMMoBa — BbINoHeHMe MPT-
V“ccneoBaHms, 0630p MTEpaTypbl.

KoHdbnukt uHTepecos. ABTOpbI 3asBNAKOT 06 OTCYTCTBUM
MOTEHLMANLHOr0 KOHDAMKTA MHTEpecoB, TpebyloLlero pac-
KpbITUS B JAHHOM CTaTbe.

WUcTouHMK dmHaHCcMpoBaHUA. ABTOpHI 3asBAKOT 06 OT-
CYTCTBMM BHELLUHEro hu1HaHCMPOBaHWA MpW NPOBEAEHUN UC-
cnefnoBaHusl. Bee nccnenoBaHms, NpeacTaBneHHble B AaHHOM
CTaTbe, BbINOSHANNCH B PaMKaX PYTUHHOM KIMHUYECKON NpaK-
TUKM N0 NOAMCY 0643aTeNbHOM0 MeAULIMHCKOMO CTPaxoBaHws

WHdpopMupoBaHHoe cornacue Ha nybaukaumio. AsToph
MOy4MIM NMUCBMEHHOE COrlacKe maumeHTa Ha nybanKaumio
MEIMUMHCKMX [aHHbIX 1 QoTorpadui.

bnarogapHocTU. ABTOpHI NMpW3HaTENbHbI COTPYAHMKAM
OTAENIEHNA KapaMOXMPYPTM C XMPYPrUYECKUM IEYEHNEM
CNOXHbIX HapyLLEHWA pUTMa cepaua v 3M1eKapamocTUMy-
nAunm (peHTreHoxmpyprudeckummn mMetopamun) Grbo0y BO
C3IMY um. N.A. MeyHnkoBa MuH3gpaBa Poccum 3a KoH-
CynbTaLmu.
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