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AMOYIaTOpPHBII MOOMIBHBIA MOHUTOPUHT
2JIEKTpOKapIAMOorpaMMBbl y MallMEHTOB ¢ 0oJie3Hbio Padbpu:
IMU3aliH UCCIeI0BAaHUS U XapaKTePUCTHKA KOTOPTHI

Koreapnnkosa E.B., Cenunxun B.H., Aunvyanckas T.II.

OI'BOY BO "CaparoBckuit TOCYAapCTBEHHbI MeANIMHCKIIT yHyBepeuTeT uM. B. V. Pasymosckoro” Munsapasa Poccun. Caparos, Pocensa

Llens. Pa3paboTka am3aiiHa nccnefoBaHns U aHanmn3 XxapakTepucTuk
KOropThl MaLMEHTOB C KapAMONOrMyeckumy nposisneHusimn 6ones-
Hu @abpu (BD) ¢ LEenbio N3y4eHss BO3MOXHOCTEN TEIEMOHUTOPUH-
ra anekrpokapamorpadum (3KI) ona cKprHWMHra cepaeyHbIX apuTMuii
(CA), TpebytoLLMX M3MEHEHWS TEPANEBTUYECKON TAKTUKU.

Martepuan n metoabl. B npocnekTMBHOE KOropTHOE MCCnegoBaHue
BK/MIOYEHO 11 NauMEHTOB (8 MyX4MH 1 3 XEHLUMHBI) C JOKYMEHTUPOBAH-
Hol B, nmeloLLx kapamonornyeckue xanobbl n AKM-nprsHaky nopaxe-
Husa cepaua. Ans TenemonutopuHra SKIM cnonb30BaHbl HEMHBA3UBHBIE
undpossle peructpatopsl cobbituit ECG Dongle ("HopaasuHa-Ly6Ha",
Poccust). MepBuyHas koHeuHas Touka: permctpauys CA, TpebytoLmx ns-
MEHEHUS TepaneBTUHECKON TakTWKM (MMMIAHTALMKU SNEeKTPOKapamo-
CTUMYNSTOPa/AedunbpunnsTopa-kapaAnoBepTepa/Ha3HAuYEHUS! aHTVKOA-
ryNsHTOB). BTOpUYHas KOHEYHas TOYKa: AMHAMUKA MOHUTOPUPYEMbIX
napameTpoB A8 ONepaTvBHOW KOPPEKLMU TEPANEBTUYECKON CXEMBI.
Pesynbratbl. Koropta nauveHToB NpeacTaBieHa nvMuaMm npenmmyLle-
CTBEHHO MyXCKOro nona (73/27%; cpegHuin Bospact 41+13,7 net). Ha
MOMEHT BK/OYEHNS 8 (73%) naumeHTOB Mosydany 3amMecTUTENbHYIO
depMeHTHYO Tepanumio B TedeHne 4-73 mec. BonbMHCTBO NaUMEHTOB
SBAAIOTCA aKTUBHBIMW WHTEPHET-MONb30BATENSIMU, UHPOPMUPOBAHBI
0 BO3MOXHOCTSX TENEMEOMLIMHBI U 3aVHTEPECOBAHbI B AUCTAHLIMOHHOM
HabnoaeHn. OCHOBHBbIE Xanobbl OblsiM CBA3aHbI C HaNM4MeM nepeboes
B paboTe cepaua, cepauedbuenus, auckomdopTa B rpyaun. Mneptpodus
NeBOro xenynoyka anarHoctvposaHa Ha SKI y 7-u (64%) naumeHTos.
Mpwn axokapamorpadun y 5-n NauMEHTOB BbISIBNEHA CUMMETPUYHAS Tn-
nepTpodusa NeBOro Xenynoyka, y 2-x — aCUMMETPUYHas runeptpodus
MEXCKENYA04KOBOM neperopoaku. pyrue axokapamorpaduyeckme aHo-
Manun BKIIIOYANM MOPaXeHWe KNanaHHOro anmapara cepaua (nponanc
MWUTPANBHOrO M TPMKYCMMAANBHOMO KNanaHOB C MUTPAIbHOW U TPUKY-
CNUAANbHON peryprutaumen, Haamume OONOAHUTENbHBIX XOP4) U pac-
LUMpeHue KOpHs aopThl. McxoaHo Ha SKIM npeobnapan CUHYCOBbLIA PUTM
(10 mauveHToB); y 1-ro NaumeHTa SOKYMEHTUPOBAHA XeNnyao4koBas Ta-
Xukapams, y 4-x — OAMHOYHAS 1 NApHas XEeNy04KOBast SKCTPACUCTONNS;

Ha[pKenyao4KoBas Taxvkapams 1 SKCTPaCUCTONMS Y 2-X NALUMEHTOB. Y 4-X
NaLMeHTOB MMENOCh YKOPOUeHMe nHTepBana PR 6e3 npusHakoB fomnon-
HUTENBHBIX NyTeR, y 1-ro naumeHTa — cuHapom Bonbda-lapkmHcoHa-
Yaiita, 1 naumeHT nmen yasmHeHHbIn nHtepaan QTc.

3aknioyeHue. [ns apdekTBHOro ynpaenenus 6O tpebyotcs no-
MOJIHUTENbHbIE MYNLTULEHTPOBLIE UCCEL0BAHUS, MOCBSALEHHbIE
pa3paboTke anropMTMOB NMPUHATUS TaKTUYECKMX PELLEHMIA B NPOLLEC-
Ce KapAmoormieckoro MOHUTOPMHIA, YYUTHIBAIOLLEr0 0COBEHHOCTU
KapAMOBaCKySPHbIX NPOSBIEHNA AaHHOrO 3abonesaHus. B ctatbe
npeanaraeTcs TEXHONOrMs TeNEMEAUNLMHCKOro KapaMoaornyeckoro
MOHUTOPWHIa, ncnonbaywolias IKM-pernctpatopbl cobbITHR Ans amby-
NaToOPHOro ckpmHuHra CA.

KnioueBble cnoBa: 60ne3Hb ®abpu, cepaeyHble apuTMnmK, Kapamono-
TMYECKNA MOHUTOPWHT.
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Ambulatory electrocardiographic monitoring in patients with Fabry disease: study design and cohort

characterization

Kotelnikova E. V., Senchikhin V.N., Lipchanskaya T.P.
V.1. Razumovsky Saratov State Medical University. Saratov, Russia

Aim. To develop study design and analyze the characteristics of a cohort of
patients with cardiac manifestations of Fabry disease (FD) in order to study
the possibilities of electrocardiography (ECG) telemonitoring for screening
for cardiac arrhythmias (CA), requiring a change in therapeutic tactics.

*ABTOp, OTBETCTBEHHbIN 3a nepenwcky (Corresponding author):
e-mail: kotel_elena@mail.ru

Material and methods. This prospective cohort study included
11 patients (8 men and 3 women) with documented FD, with cardiac
complaints and ECG signs of heart involvement. For ECG telemonitoring,
non-invasive digital event recorders ECG Dongle (Nordavind-Dubna,

[KoTenbHukosa E. B.* — k.M.H., 3aB. oTAenom npodunakTuyeckoii kapamonorun n peabunutauum HAW kapavonorum, ORCID: 0000-0002-5263-5409, CeHunxuH B.H. — k.M.H., C.H.C. 0TAena npodunakTuye-
cKoit kapavonorun u peabunutaunn HAM kapanonorun, ORCID: 0000-0003-0496-4504, Niunuanckas T. M. — K.M.H., H.C. oTAena npodunakTuyeckoin kapavonorum u peabunutauum HAW kapanonorun, ORCID:

0000-0002-7755-1834].
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Russia) were used. Primary endpoint was registration of CA requiring
a change in therapeutic tactics (implantation of a pacemaker/defibril-
lator-cardioverter/prescribing anticoagulants). Secondary endpoint
was dynamics of monitored parameters for operational correction
of the therapeutic regimen.

Results. The cohort of patients is predominantly male (73/27%; mean
age, 41+13,7 years). At the time of inclusion, 8 (73%) patients received
enzyme replacement therapy for 4-73 months. Most patients are
active Internet users, are aware of telemedicine possibilities and are
interested in remote monitoring. The main complaints were related to
cardiac function interruptions, palpitations, and chest discomfort. Left
ventricular hypertrophy was diagnosed on ECG in 7 (64%) patients.
Echocardiography revealed symmetrical left ventricular hypertrophy
in 5 patients, asymmetric interventricular septal hypertrophy in
2 patients. Other echocardiographic abnormalities included valvular
heart disease (mitral and tricuspid valve prolapse with mitral and
tricuspid regurgitation, presence of supplemental chords) and
aortic root dilatation. Initially, the ECG was dominated by sinus
rhythm (n=10); 1 patient had documented ventricular tachycardia,
4 patients had single and coupled ventricular premature contractions;
supraventricular tachycardia and premature contractions in 2 patients.
Four patients had a PR interval shortening without signs of accessory
pathways, 1 patient — Wolff-Parkinson-White syndrome, 1 patient —
prolonged QTc interval.

Conclusion. For effective management of FD, additional multicenter
studies are required to develop algorithms for making tactical de-

cisions in the process of cardiac monitoring, taking into account the
characteristics of the cardiovascular manifestations of this disease.
The article proposes a technology for telemedicine cardiac monitoring
using ECG event recorders for outpatient CA screening.

Keywords: Fabry disease, cardiac arrhythmias, cardiac monitoring.

Relationships and Activities. The study is carried out within the State
Assignment N2 056-00065-22-00 "Development of methods and
algorithms for the intellectual analysis of medical data for the tele-
medicine model of cardiovascular prevention and rehabilitation”.
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B® — Goneavb ®abpu, MK — runepTpodus nesoro xenyaoyka, CA — cepaeyHbie aputMuy, TM — TeNeMOHUTOPUHT/TenemMeanUmMHCKUin MoruTopuHT, XMIKIT — xonTeposckoe MoHuTopupoBatue IKI, 9Kl —
anekTpokapaviorpadus/anektpokapauorpamma, 3KC — anektpokapauoctumynstop, 9xoKI — axokapanorpadpus, WPW — cungpom Bonbda-MapkuHcoHa-Yaiita.

KiioueBbie MOMEHTDI
Y10 M3BECTHO O MpeIMeTe UCCIIETOBAHUS?

* Cepneunbie aputmum (CA) SBIISIIOTCS HauboJiee YacToi
TMPUIWHON CMEPTU TAIMEHTOB ¢ 0ose3Hblo Madpu.

* CymiecTBylolasl cucteMa HaOJIoaeH!s MallMeHTOB
HE OTBEYaeT 3amgavyaM ITOJTHOIEHHOTO CKPUHWHTA
CA v ipyHATUS BpauyeOHBIX TAKTUYECKUX PELICHUIA.

Yo 100aBIAIOT PE3YILTATHI HCCAETOBAHMS ?

* Hcnonb3oBaHre MOOWITEHBIX HEMHBA3WBHBIX PETUCT-
paToOpOB 3JEKTPOKApAUOTPaMMbl HAIIPABIIEHO Ha
pacuImpeHre BO3MOXHOCTEN KapAuoJIOTHIECKOTO
MOHWUTOPUHIA U amOynaTopHOro ckpuHuHra CA.

» JlaHHBIE KapaAMOJOTUYECKOTO MOHUTOPWUHTA MO-
I'YT OBITh WCTIOJIb30BAHBI IJISI TIPUHSITUS TaKTUYe-
CKUX pEIIeHN 0 HEOOXOMUMOCTU BMEIIATEIhCTB,
HaTpaBJIeHHBIX Ha KoppeKiuio 1 mpeBeHnio CA.

Key messages
What is already known about the subject

* Cardiac arrhythmias (CA) are the most common cause
of death in patients with Fabry disease.

 The existing system of patient follow-up does not meet
the objectives of a full-fledged screening of CA and
making medical tactical decisions.

What might this study add?

» The use of mobile non-invasive electrocardiographic
recorders is aimed at expanding the possibilities
of cardiac monitoring and outpatient screening
of CA.

» Data from cardiac monitoring can be used to make
tactical decisions about the need for interventions
aimed at correcting and preventing CA.

BBenenne

[TopaxeHne cepaeyYHO-COCYAUCTON CUCTEMBI
OTHOCUTCS K YMCJIy Haumbojee pacnpoCTpaHEHHBIX
W TIPOTHOCTUYECKU HEOIarompusTHBIX TPOSBICHUN
oonesnu ®abpu (BD)', aBnagch NPUUMHON CMEPTH

! Association of Medical Geneticists. Union of Pediatricians of Russia.
Fabry disease. Clinical guidelines. (In Russ.) Accounauus meauumH-
ckux reHeTukoB. Coto3 nepgmatpos Poccun. Boneanb ®abpu. Knunu-
yeckve pekomengaumn. https://www.pediatr-russia.ru/information/klin-
rek/deystvuyushchie-klinicheskie. (nata obpatueHns 7 Hosbpst 2022).
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y 34% Myx4uH U 57% XEHILIUH C YCTAHOBJIEHHBIM q1a-
rHo3oM [1]. JIexamuit B ocHoBe b® BpoxmeHHBIH ne-
byt pepMeHTa a-rajakTo3uaasbl A Mo Mepe CBOEro
MPOTrPEeCCUPOBAHMS TIPUBOANT K TTEPBUYHOMY JIM30CO-
MaJibHOMY HaKOIJIEHUIO MI00O0TpHao3uAC(UHIO3MHA
(Gb3); moBpexaeHue AU30COM MHAYLUPYET KacKajn
BHYTPUKJIETOUHBIX peakIuil 1 MeXaHU3MOB, (hOPMU-
pYIOIIUX TUNEPTPO(UIO CTEHKU JIEBOTO XKeayaouka
(I'NIXX) u HeoGpatumsblii pubpo3 muokapaa [2]. [1pu
WHCTPYMEHTAIbHBIX uccaenoBanusix [JI2K oOHapyxu-
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BaeTcd B 51-55% cpenu MyXumH (MeouaHa Bo3pacTa
43-45 ner) u 33-38% cpenu XKeHIIUH (MeAuaHa BO3-
pacta 55 net) ¢ B® [3]. Crenens BeipakeHHOCTH [TIK,
JIEBOXKEJIyTOYKOBOI AUCHYHKUMU U (pudbpo3a MrUoKap-
Jla TOKa3aTeAbHO CBSI3aHBI C PAa3BUTUEM CEPAECYHOM
HEeJOCTaTOYHOCTU U YBEIUYEHUEM PUCKA KIMHUYECKU
3HAYUMBIX cepaeyHbix aputmuii (CA) [4, 5].

ITo maHHBIM TPONOJBHBIX MCCAECAOBAHUMN MOJIS
JokyMeHTupoBaHHbBIX CA (BkJo4Yass GUOPWILISAIIUAIO
Mpeacepanil U XeayI0uKOBYIO TaXUKapAUI0) COCTaBIsI-
et 27-42% y myxuuH u ~27% y xenivH ¢ bO [6]. Tec-
Hasl CBSI3b KM3HEONACHOI Opamvkapauu ¢ BHE3aITHOM
CepAeYHOI CMepThIO ObLIa MOKa3aHa MPU PETPOCIEK-
TUBHOM aHaJl3€ MEOUIIMHCKON JOKYMEHTAIUM Tallu-
€HTOB B TepMUHaIbHOU cTtanuu B® [7]. B 6onpmmH-
CTBE MCCJENOBaHUI MOMYEPKUBAETCS, YTO MPUCTYIIBI
cepAueOreHns 1 OOMOPOKM Y 3THUX MAlIUEHTOB TaKXe
BcTpeuaroTcs B orcyrcTBue ITIK, cucTonnyeckoii auc-
(byHKIIMM JTIeBOTO XKeJTyTouKa VI MOpakeHUs KJlamnaH-
HOTO amrapara cepaua [8, 9].

Hcnonp3oBaHre B KIMHUYECKOW MpakTUKE CO-
BPEMEHHBIX JIEKAPCTBEHHBIX U XUPYPTUUECKUX BMeEIIIa-
TEJIbCTB, HAMIPABJIEHHBIX HA KOPPEKIIUIO U MPEBEHIINIO
CA ¥ ux oCIOXHEHU, MoKazaao UX CIrIoCOOHOCTb pe-
aJIbHO TIPEAOTBpAIllaTh BHE3AMHYIO CEPACYHYIO CMEPTh
y Kapauosiornueckux nauueHtos [10]. PaccmarpuBas
TIPUHIIUTIB BeeHUs maineHToB ¢ b® ¢ Touku 3peHus
9(HEeKTUBHOCTU 3TUX BMEIIATEIbCTB, BBIACIECHBI TPU
KJIMHUYECKUE CUTYallMU, MOTEHIMAIbHO Tpedyloliue
TMPUHSTUS PELIEHUI TT0 U3MEHEHUIO TeparieBTUYECKOMN
TakTUKU: 1) OpanuKapaus/OpaarapuT™Musi, TpeOyrolast
UMILUTaHTalMU 2jeKTpokapauoctumMmyiasTopa (DKC);
2) XKeaylno4YKoBasl TaXuKapaus, Tpebyronias nMIUIaHTa-
1y aepuopuUIsiITopa-KapauoBepTepa; 3) puopuuIsums
npeacepauii, Tpedyromas Tepanuy aHTUKOATYJISIHTaMU
[11]. BaxHoe ycnoBue peau3allu TaKOro MOAXoaa —
JIJIATEJIbHOE HEeMpepbIBHOE HaOJoaeHUe (Kapauosao-
TUYECKUI MOHUTOPUHT), LEJIbI0 KOTOPOTO SBISIETCS
CKPUHUHT TMEePEYUCIEHHBIX COCTOSSHUN U UX PaHHUX
WHCTPYMEHTAJIbHBIX TPU3HAKOB.

B cooTBeTCTBUM C KIMHUYECKUMU PEKOMEHAAIM-
SIMU KapIuoJornieckuii MoHuTopuHr ripu b® mpeny-
cMaTtpuBaeT OGUCHOE KOHCYJAbTUPOBAaHWE Kapauo-
jora He <1 pa3a/6 Mec. ¥ BBIIIOJIHEHUE CTaHAAPTHOMI
anekTtpokapauorpadpuu (OKI) mokos, sxokapauo-
rpadpuu (OxoKI') U XonTepOBCKOTO MOHUTOPUPOBA-
Husa DKI (XMBKT) 1 pa3/12 mec. Takast crparerus
HaOJI0IeHUsI COCPEAOTOYEHA B OCHOBHOM Ha IMOUCKeE
nHcTpyMeHTadbHbIX MpusHakoB [JIK (DKT, OxoKTI')
u peructpaiuu CA (OKI, XMBOKIT'). B to xe BpeMs
HekoTopbeie DKI-mmokasarenu npu P TecHO CBsI3aHBI
¢ mporpeccupylomum HakoruieHneM Gb3 u oTpaxaroT
W3MEHEHUEe TPaHCMEMOpPaHHOro MOTEHIIMada B BUIE
YCKOPEHUS AenoJisipu3aluu (YKOpouyeHUe UHTepBaja
PR, nponomxurenbHoctu 3youa P u mupunsl QRS)
U yBenuueHus BpemeHnu penossipuszanuu (QT u QTc)
[12]. Ux oueHka, Hapsny ¢ aetekuueit CA, criocobHa
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CYILIECTBEHHO PaCIIMPUTh BO3MOXHOCTU MOHUTOPUH-
ra OKI. KpoMe aTtoro, uMeroTcs JaHHbIE O HOpMaJu-
3anuu uHTepBasioB PR/QTc m mpomomkuTebHOCTH
3ybua P, koppenupyloliye co CHUXXEHUEeM TSXKECTU 3a-
OosieBaHUS Ha DOHE 3aMECTUTEIbHOM (hepMEHTHOI Te-
panuu [13]. TlepeuuncneHHble (PaKThl CBUAETEIbCTBYIOT
0 HEOOXOOUMOCTU MOCTOSTHHOTO MOHUTOpUHTra DKI-
nmapamMeTpoB y nauueHToB ¢ b® ¢ 1enbio BRISIBIEHUS
CA U omepaTUBHOTO MPUHATUS PEUIEHUN O 1eeco-
00pa3HOCTU KapAWOJOTUUYECKUX BMEIIATEIbCTB (XU-
pypruuyeckasi KOppeKis U aHTUapuTMUYecKas Tepa-
MUsl, UCTIOJb30BaHUE aHTUKOATYISTHTOB, KOPPEKIIUS
CepIeYHOI HEMOCTaTOYHOCTU U (HaKTOPOB KaparoBac-
KYJISIPHOTO PUCKa), a TAKKE PAaHHEro Havyajia U OLUEHKU
s dekTuBHOCTU (hepMeHTHOM Tepanuu [ 14].

PacmiupeHne mnepcrieKTUB BHEAPEHUS CUCTEM
TeaeMenuIMHCKOro MoHuToprHra (TM) B moBceqHEB-
HYIO TIPAKTUKY BeJeHMS TMaiueHToB ¢ b® Hampsmyio
CBsI3aHO ¢ pasBuTueM TexHosoruit mHealth, mpemo-
CTaBJISIIOIIMX COBPEMEHHBIE MHCTPYMEHTHI TOMAIITHEeH
pEeTUCTpallMi U aHajau3a CepAeYHOro pUTMa IS JU-
CTaHIIMOHHOTO HabmoneHus. Mcnosib3oBaHWe WHBa-
3MBHBIX METJIEBBIX PETUCTPATOPOB JJIs1 IJIUTEIBHOTO
HEMPEPhIBHOTO MOHUTOPUHTA 3aMETHO YBEJIUYUIIO
YaCTOTY BBISIBJIEHUS] CEPBE3HBIX aPUTMUUYECKUX COOBI-
TUI TOYTHU Y TOJOBUHBI MAIUEHTOB C KapAUaJIbHbIMU
nposiBiieHussMu B® 1 HOpMaNbHBIMU pe3yIbTaTaMu
XMOBKT [10, 15]. OnHako, HECMOTPSI Ha BBICOKYIO 3(h-
dexTuBHOCTh TipU AeTeKuuu CA, UX MPUTOAHOCTD IS
aMOyJTaTOPHOTO CKPUHWHIA B 3HAYUTEbHON CTENEeHU
OrPaHUYUBAETCS UHBA3UBHOCTBHIO U CEPbE3HBIMU (hH-
HAHCOBBIMM 3aTpataMu [16].

B kadecTBe AOCTYMHOU anbTepHATUBBI UMILJIAH-
TUPYEMBIM KapAWOMOHUTOpPaM paccMaTpUBAIOTCS
MoOunbHbie DKI-peructpatopsl cCOOBITHIA, Mpen-
CTaBJISIOIIME COOO MOPTaTUBHBIE YCTPOWCTBA IJIs
3amucu 1-3-6 orBenenuit DKI, caMoCTOATENBHO aK-
TUBUpYEMbIe MallMeHTOM (WIEHOM CEMbM) BO Bpemsi/
MocJjie pa3BUTUS CUMITOMOB WM MPU MOSBICHUU
npeasecTHUKOB CA. lanHbie DKI ¢ kpatkoit uHpop-
Malueil 0 COOBITUU COXPAHSIIOTCS B MaMSITH yCTPOU-
CTBa W/WIM TIepenaloTcs Bpady depe3 MOOUIBbHOE
npuioxeHue. BoamoxHocts aHamm3a DKI' kak B pe-
aJIbHOM, TaK W OTJIOXEHHOM peXHUMax MO3BOJISIET CO-
noctaBuTh KaptuHy OKI U xapakTep CUMITOMOB,
a TakKe MPeNoCTaBIsieT HEOOXOMUMYIO KIMHUYECKYIO
nHbOPMaLMIO IS IPUHATUS BpauyeOHOTO pellleHus
[17]. Crpaternu mHealth-MmoHUTOpUHTIa, UCTIONB3YIO-
mue DKI-peructpaTopbl COOBITUI, COCPENOTOUYEHHI,
B MEPBYIO O4Yepenb, Ha OTOOPE MAIMEHTOB, UMEIOIIUX
puck pa3putus CA ¥ HyXAaoUUXCSd MO 3TOW MpuU-
YUHE B MOCTOSHHOM HabmoneHuu. Mmeromuecs gaH-
HbIE O YYBCTBUTEIBHOCTU METOMAa CaMOpPETUCTpaliu
(ayrorpaHcasuun) DKI ana nerexuuu CA B mpakTu-
K€ MEePBUYHON MeAUKO-CaHUTAPHOI MOMOIIM IOCTa-
TOYHO ONTUMMCTUYHBI, JOCTUTAs moka3zareieit 93,9-
100% [18].
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KoHeuyHO#1 1iebl0 HACTOSIETo MCCAeA0BaHUS
SIBJISIETCS M3y4YeHUe BO3MOXHOCTell MoounbHoro TM
C HMCIIOJb30BaHUEM HEWHBA3WBHBIX PErMCTPATOPOB
BOKTI-cobpiTnii y manueHtoB ¢ b®. Ilens HavaibHO-
ro (mpeacTaBiseMOro) sTana — pa3paboTka au3aiiHa
HWCCIIeNOBaHUS U aHAJIU3 XapaKTepUCTUK MalMEeHTOB
C KapINOJIOTHIECKUMU TIpOosiBicHUsIMU B®, BKITIOYEeH-
HBIX B TeIeMOHUTOPUHT DKIT.

Marepuaj ¥ METObI

HccnenoBanue 3allaHUPOBAHO KakK IMPOCIEKTHMBHOE
KOropTHoe, BbeinosiHsgeMoe B pamkax HUP "Paspaborka me-
TOIOB M aJITOPUTMOB MHTEJUIEKTYaJbHOTO aHajau3a Melu-
LIMHCKUX MaHHBIX I TeJeMEIMIIMHCKON MO Kapauo-
BacKyasipHoOM npoduiakTuku u peadbunutauun” (F'ocymap-
crBeHHoe 3aganue Ne 056-00065-22-00). I1pennonaraemas
MPOIOKUTENbHOCTL — 36 Mec. IIpoTokoa McciaenoBaHus
0100peH JIOKaJIbHBIM 3THYecKMM Komutetom ®I'BOY BO
CapartoBckuit 'MY uMm. B.U. PazymoBckoro MuH3npaBa
Poccun. /lo Hayana MccienoBaHUsI OT BCEX MALMEHTOB ObLIO
MOJIy4eHO MH(GOPMHUPOBAHHOE COIIacHe.

INepBuuHOit KOHeuUHOI TOukoil siBnsieTcss DKI-peruct-
pauust CA: opanukapauu, Tpedytoueit ummiaantanuu DKC,
WM XeJIyIOYKOBOW apUTMHUHU, TpeOyollleil MMIUIaHTalluu
neudpuIITOpa-KapamoBeprepa, Wiv GUOpUIIISLIUM MPe -
cepauii, TpeOylollleil Ha3HaYeHWs aHTUKOATYJISTHTHOI Tepa-
nuu. BropryHast KoHeYHast TOYKa: TMHAMUKA TUCTAHIIMOHHO
peructpupyembix napamerpoB SKI' u cuMnToMoB, TpeOyio-
11asi KOppeKIIMY JeKapCTBEHHOM Tepanuu Wuinu/u oUCHOro
KOHCYJIETUPOBAHUST KapAKOJI0ra/monoJTHUTEIBHOTO 00CIeno-
BaHUSI.

Kputepun BkmouyeHwusi: Bospact 18+ ner; b®D, noky-
MEHTHPOBaHHasl pe3y/IbTaTaMU MOJIEKYISIPHO-TEHETUYECKOTO
M 9H3MMOJIOTMYECKOr0 aHAJIM30B; HaJIMYMe KapauoJIorude-
ckux xanob u DKI-npu3HakoB mopaxeHUsl cepila; co-
XpaHeHHasi KOTHUTHUBHAsT QyHKIMs. JlOMOTHUTENbHBINA TeX-
HUYEeCKMI KPUTepUil: HAIMYME Y TMallMeHTa/YJICHOB CeMbU
MOOWIBHOTO YCTpoiicTBa (cMapTdoHa, MJjaHIleTa) Ha 6a3e
Android 4.3+ ¢ BbIXOOOM B UHTEPHET.

IMon Hanuuuem DKI-npu3HakoB mopaxeHus cepala
noxpasyMeBajach PerucTpalys OMHOro U GoJjice MPU3HAKOB,
BbIABJICHHBbIX Ha ctaHgapTHoit DKI mokost unu XMOKI:
1) Hanuuue I'JIZK B cooTBeTcTBUU ¢ Kputepusimu CokosioBa-
JlaiioHa (Sy;+Ry5>35 MM uimu Rpyp 211 M) unu KopHenb-
CKOTo BOJIbTaxkHOTO MHAEKCa (Rayy Syz 228 MM U1s1 My>XUuH
u >20 MM TSI XKeHIIMH); 2) U3MEeHEHUe MPOAOIKUTEbHO-
ctu uHTepBaia PR (<120 wau >200 mc); 3) NMpomoKUTe b-
Hoctb QRS >120 mc, monHast 6yiokama HOXKM nydka [uca
WM 00eux BeTBeld; 4) nenpeccusi cermeHTa ST Wiu MHBEpCUs
3yona T KaK MUHUMYM B ABYX cMexXHbIX DKI-oTBeneHusx;
5) yBemuuenue QTc >440 mMc y MyxkurH U >460 MC y XeH-
IIMH; 5) HaJW4Me XeTyI0YKOBOI/HaIXeTyTOuKOBOM 3KTO-
MUYECKON aKTUBHOCTU.

JluzaiiH ucciienoBaHus (BKJo4Yast O(pMCHYIO YacTh Tejie-
MEAUIIMHCKOrOo HabJIoeHUs) TpelcTaBIeH Ha pucyHke 1.

Bcem nainumeHTam (May 4yjieHaM CeMbM) ObLIM BbIAAHBI
HeuHBa3uWBHbIe LU@poBbIe peructpaTopbl cobbiTuii ECG
Dongle ("HopnaBuna-Ay6Ha", Poccus), nmo3pojsionive ca-
MOCTOSIT€JIbHO MHMIIMUPOBaTh 3amuch DKI (6 orBemeHmit
OKI, MakcumanbHas MPOAOJIXKUTEIbHOCTh OJHOKPATHOM
3anucu g0 10 MMH), a Takxke coxpaHsiThb (pparmeHThl DKI
B ¢popmate PDF B mamsaru cmaptdoHa. Ilepenauya naHHbBIX

OCYIIECTBIISIETCS Yepe3 MOOWIbHOE TpUIoXeHue Ha "00-
naunbiit” cepsep "Cardio Cloud": B OTJIO(KEHHOM pexXuUMe
IOCTYITHBI ISt IpocMoTpa (aiiner DKI, xkano0bl manueHTa,
MAHHBIE O TOJIOXEHUN TeJla, TOKAa3aTeI Beca U pOCTa.

UncTpykTpoBaHue mauneHTa (MU YjeHa ero CeMbU)
BKJTIOYAJIO OOyYeHUe HAaBBIKAM WCITOJIb30BAHUS MOOWIEHOTO
YCTPOICTBA, a TAKXKE PEKOMEHIAINY TI0 YCIOBUSIM PETUCTPa-
i DKI: Hanmnume nipenBecTHUKOB CA, BO BpeMsI 1/WIIH T10-
cJie 3MM30/1a CepaieOneH s/ TOI0BOKpyXeHusI/nuckombopra
B Tpynu (peXuM HEeIpepbIBHOI 5-MUHYTHOM 3ammcu 25 Mm/c
u 10 mm/MB, monoxenue mnexa). OO6GsSI3aTeTbHBIM YCIO-
BueM sBisutack perucrparust DKI BHe cBsi3u ¢ mepeyuncien-
HBIMU CUMITTOMaMu (pexuM mepemnayu 1 pa3/Hen., TPOIOI-
SKUTEJILHOCTB 3anucu He <60 c).

DyHKIIMOHAT perncTpaTopa B aBTOMAaTUIECKOM pexXnMe
MTO3BOJISIET MTPOBOAUTH aHATTN3 YaCTOTHI CEPAEYHBIX COKpaIle-
HUM, TPOAOKUTENBHOCTH 3y61ia P m kxomruiekca QRS, nH-
tepBanoB PR u QT (QTc), BuisiBNATh BaxkHbie DKI-coObITHS
(HapymeHus puT™Ma, may3sl >3 c). TOYHOCTh aBTOMAaTHYe-
CKOTO 3aKJIIOueHUs W BepOanbHass WHGOpPMALNs AOTIOTHU-
TeJIbHO OLIEHUWBAJIMCH BpauoM B "pydyHoM" pexxume. [Iporo-
KOJIOM TIPETyCMOTPEHO exXeHenenbHoe TenedoHHoe (e-mail)
KOHCYJIBTHPOBaHWE KypUpPYyeMOro MarueHTa. BHemmaHoBbIe
NMACTAaHIIMOHHBIE KOHCYABTAllNA UHUIIUUAPYIOTCS BPAYOM TIpU
Hammuuu u3MeHennit Ha DKI wam/u Xanob6; manmeHToM —
B ClTy4ae HEOOXOMMMOCTH.

C 1enpio aHaJIM3a UCXOMHBIX TAHHBIX B KOTOPTE Mallv-
eHToB ¢ b® ucronbp30BaH MakeT CTATUCTUYECKUX MTPOTPAMM
Statistica 6.0 (StatSoft, CIIIA). HenpepbiBHBIE ITOKa3aTeIn
MpencTaBieHbl Kak Mt m; nuckpeTHble — B aOCOIOTHBIX Be-
JIMYUHAX (n) ¥ B BUJIE 9YaCTOT BCTPEUAEMOCTH (B MPOIEHTAX).

Pe3ynbTaThi

B 6aze maHHBIX MCCTIEIOBaHMS Ha TEPUOJ aHAIM3a
WMEINIUCh CBEIEHUST O MOCIeA0BaTeIbHO BKIIOYeHHbIX 11
nampeHTax ¢ b® (8 MyxxuuH ¥ 3 XeHIIWHBI, CPeTHUIA
Bospact 41+13,7 ser), mpoXUBAIOIIUX HA TEPPUTOPUSIX
CaparoBckoii, [TenzeHckoii u Bonrorpanckoit oonacreid.
JIeBATh TTAIIUEHTOB SIBJISUINCH MPEICTABUTENISIMU 4 CeMeiA.

B tabnauue 1 npuBeneHbl MHAMBUAYAJIbHbIE TeHE-
THYECKUE M KIMHUYECKNE XapaKTepUCTUKU U UHPOP-
Malusi 00 OpraHHBIX M3MeHeHUsIX. MIcXomHO 1o maH-
HBIM MOJIEKYJISIPHO-TEHETUUECKOTO MCCIIeNOBaAHMS
OBUIH BEISIBIICHHI KiTaccnaeckue it b BapuaHTH My-
TallMii ¥ 3HAYUTEJIBHOE ITOBHIIICHUE YPOBHS JIU30IJI0-
6orpuaswichuHrosuna (B cpenHem, 39,4+£36,3 Hr/mi),
YTO MOATBEPXKAAA0 Hajauuue 3abojeBaHUsI. XapakTep
KJIMHUYECKUX TTPOSIBJIEHNI COOTBETCTBOBAJI KJIacCHUe-
cKoil hopMme 3abosieBaHMs, BKITIOYAsl TTOPaKEHUE Cep-
JIEYHO-COCYIUCTOI CUCTEMBI, TTOYeK, HEPBHOW CHUCTe-
MBI, KOXHU, OITOPHO-IBUTATEIBLHOTO aImapata. Yare
Bcero b® nuarHocTupoBanach B BO3pacCTHOM WHTEP-
Bajie ot 20 mo 45 neT; ogHakKoO paHHUE aHAMHECTHUYe-
CKUe TIpOsIBJIeHUsI 3a001eBaHMs Y BCEeX TAllUEHTOB OT-
HOCWJIMCh K IeTCKOMY Bo3pacTy (1-2 mexkaabl KU3HU).
Ha MoMeHT BKITIOUeHUs B MCClIeOoBaHNE 8 MallMeHTOB
(73%) nony4yanu 3aMeCTUTENbHYIO (PEPMEHTHYIO TeEpa-
nuwo Arajgcuaasoii 6eta, mpeacTaBisolieil codoii pe-
KOMOMHAHTHYIO (hOpMy Q-TaJaKTO3UAa3bl A 4esloBeKa
(®abpazum™), MPOMOKUTENBHOCTBIO 4-73 Mec.
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KapauoJiora

JlomomHUTETbHOE
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Puc. 1 JIn3zaiiH uccaenoBaHuUs.

IMpumevanue: DKI — anekTpokapmrorpamma,/anekrpokapauorpadust, OxoKI' — axokapnrorpaduss, BNP — Brain Natriuretic Peptide ("

Hatpuitypetudeckuit nernrtun), npoBNP — npenmecrBennuk BNP.

[lepBUYHOE OYHOE KOHCYIBTUPOBAHUE KapIMOJIora

OlL1eHKa COOTBETCTBUS
KPUTEPUSIM

CoOOTBETCTBYET

Corjacue maiueHTa
Ha yyactue

IMonyyeHo

WHcTpymMeHTaIbHOE
o0cJieqoBaHne

— OKIT 12 oTBeneHumit

— Jonmnep DxoKI'

— XontepoBckoe MoHUTOpUupoBanue DKI
— buoxuMuueckuit aHaau3 KpoBU

— BNP, npoBNP

v

Crapt nporpamMmsl TeJieMOHUTOpUHIa DK

— MopMUpPOBaHUE CXEMbI JIEKAPCTBEHHOI Teparu
— MopmupoBaHue pexrMa ayroTpaHcasumuu DKI

— MHCcTpyKTaX 110 moJib3oBaHU10 peructpaTopoM DKI

— PexoMeHnaimu 1o CaMOKOHTPOJIIO COCTOSIHUA
1 KOMMYHHMKallM1 C BpauyoM

v

Tenemonutopunr DKI

JIoKyMeHTHPOBaHbI
OKTI-usMeHeHust

JIMCTaHIIMOHHOE
KOHCYJIbTUPOBaHUE

Hannuwve cepueuHoit apurmMum,
Tpe6yIolei M3MEHEHHE TAKTHKHI

\
A
4

Pemienue Borpoca o BeIoope
BMeIIaTebCTBa

HET —

65

Pt}

MO3roBou



Kapouosackynapnas mepanus u npoghunaxmuia. 2022;21

Taomuuna 1

OCHOBHBIE XapaKTepUCTUKH MAIIMeHTOB ¢ 00s1e3HbI0 Madbpn

Ne marmenra  eHeTwveckuii aHaM3 Bozpact, [lon HMT, lysoGb3, ®3T, [lopaxeHue OpraHOB U CUCTEM
ner kM mr/mn +/0 [louku HC Koxa OIA O3

1 Mytanus ¢.1000-1 G>A (HGMD CS971754) 21 M 21,6 40,23 + 0 + 0 + 0
2 Mytanus ¢.1000-1 G>A (HGMD CS971754) 45 X 24,8 11,3 + + 0 0 0 +
3 Mytamms ¢.1000-1 G>A (HGMD CS971754) 40 M 27,5 133,7 0 0 + + 0 0
4 Myrauus ¢.550T>G 50 M 19,3 51,6 + 0 + 0 + 0
5 Mytanus c.1197G>A 69 XK 39,6 15,9 + + 0 0 0 +
6 Myrauus ¢.550T>G 35 M 20,5 14,85 + 0 + + 0 +
7 Myrtauus ¢.550T>G 33 M 24,2 61,5 + + 0 + 0 +
8 Mytauust ¢.550T>G 27 XK 21,2 4,43 0 0 + 0 + 0
9 Myrauus c.747A>G 58 M 26,4 30,6 + + 0 + 0 +
10 Myramus ¢.747A>G 28 X 22,7 6,0 0 0 + 0 0 +
11 Myranus L 166V 45 M 24,0 63,4 + + + + + 0
CpenHee 41+13,7 24,753 39,4136,3

[Mpumeuanue: UMT — unmeke maccol Tena, lysoGb3 — globotriaosylsphingosine, ®3T — depmenTHas 3aMectutenbHas Tepanusi, HC — HepBHast

cuctema, OJJA — onopHo-ABUTaTeNbHBI annapat, O3 — opraHbl 3peHMs.

Taomna 2
ITapaMeTpbl MHCTPYMEHTAIbHBIX UCCIIEAOBAHUI cepalia
DnekTpokapauorpadus OxoKTI' MPT cepaua
No nmaupenTa Xapakrep 4cCg, PR, c QRS, ¢ QTc, ¢ ITIX, TJIK, Ilopaxkenue AHoma- JIunacto- TTX, ®ub-
puT™Ma yiI./MUH +/0 +/0 xjmamaHHoro Jmupas3- Jdeckas +/0  pos,

anmapara, BUTHSI,  IUCHYHK- +/0
+/0 +/0 s, +/0

1 CHHYCOBBIIT 56 0,11 0,09 0,38 + 0 + + 0 0 0

2 CHHYCOBBIIL 66 0,15 0,09 0,42 + + + 0 + + 0

3 CUHYCOBBIIT 58 0,13 0,10 0.40 + + + 0 + + 0

4 CUHYCOBbIIT 80 0,12 0,11 0,38 + + 0 0 + + 0

5 putm DKC 60 - - - - + + 0 + - -

6 CUHYCOBBINT 67 0,14 0,09 0,40 + 0 + 0 0 0 0

7 CUHYCOBbIIT 77 0,08 0,12 0,38 0 0 + 0 0 0 0

8 CUHYCOBbIIT 72 0,10 0,08 0.38 0 0 + + + 0 0

9 CHHYCOBBII 60 0,14 0,09 0,43 + + + 0 + + 0

10 CHHYCOBBI 88 0,11 0,08 0,36 0 0 + + 0 0 0

11 CUHYCOBBIIT 56 0.10 0,11 0,44 + + + 0 + + 0

Cpennee 67£10  0,118+0,02 0,096%0,01 0,397+0,01

IMpumeuanue: [TIK — runeprpodus nesoro xenynouka, MPT — marHuTHO-pe3oHaHcHas Tomorpacus, YCC — yacToTa cepieyHbIX COKPALIEHUH,

DKC — anekrpokapauoctumysarop, IxoKI' — axokapauorpacdusi.

ITo naHHBIM OTpoOCa, NMMPOBENECHHOTO TIepea Hava-
JIOM NUCTAaHIMOHHOTO MOHUTOPWHTA, MPaKTUYECKU
BCE TMAIMEeHThI SIBJISUINCh aKTUBHBIMM TTOJTb30BATEIIS -
MM MOOWJIBHBIX YCTPOUMCTB M MHTepHeTa (1 mammeHTKa
HYXIaJIach B TIOMOIIM WIEHOB CEMbHU) U YAEISUIM BHU-
MaHue TTIOMCKY MeIUIIMHCKON nHdopManmu. Umes no-
CTaTOYHBIE CBEICHUST O BO3MOXHOCTSIX TEJIEMEIUITNHBI,
BCE MAlMEHTHI TIPOSIBWJIM 3aMHTEPECOBAHHOCTD B JIN-
CTaHIIMOHHOM HabJII0JeHUH, OOYCIOBJIEHHYIO HATUYU-
€M KapIMOJOTUIECKUX ITPOOIIEM.

ITo naHHBIM WHCTPYMEHTAJIBHBIX MCCIENOBAaHUN
(tabnuua 2), I'NI2K 6bu1a nuarHoctupoBaHa Ha DKIT
y 64% nauueHTOB 00Ce1yeMOM KOrOPTHI: 7 MAaLMEHTOB
WMeNTM 3HAYMMBIN IJIST AMarHOCTUKM nHaeke CokoJio-
Ba-JlalioHa, 4 maimeHTa — npenpeccuto cermeHra ST;
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3 manueHTa — UHBepcHIo 3youa Tys.yg. Yale BBIBIS-
Jgack cumMetrpuyHas [JIK (4 manuenTa), y 2 maiueH-
TOB ONHKCAHAa 3HAYUTEJbHAs aCUMMETPUYHAS TUIIEep-
Tpodust MexXKeaTyaIoukoBoi neperoponku npu DxoKI
ucciengoBaHuu. dpyrue DxoKI' aHomanuu BKIOYaIu
MOpaxXeHWe KJAMMaHHOTOo anmnapara cepAua (mposarnc
MUTPAJbHOTO U TPUKYCIUAAIBHOTO KJIAIAHOB C MU-
TpajJbHON U TPUKYCIUIAIBHOW peryprutauueit, Ha-
JINYMe AOTIOTHUTEbHBIX XOPI) U pacUIMpeHUe KOPHS
A0PTBHI.

OCHOBHBIE XaJIOOBI MALIMEHTOB OBUIM CBSI3aHBI
C HaJimyueM TepeboeB B paboTe cepala, MpUCTYIIOB
cepaleObueHus Win quckoM@opToM B rpyau (Tadbiu-
una 3). Ha OKT y 4 naumeHTOB UMENOCh YKOPOUYEHUE
uHTepBaga PR 6e3 mMpu3HAaKOB MOMOJHUTENbHBIX Iy~
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tei, y 1 maumenta — cunapoM WPW (cunapom Bosb-
¢a-TTapkuHcoHa-VYaiita), 1 mauueHT uMea yIJIUHEeH-
Heiit uaTepBan QTc. McxonHo npeobiiagan CUHYCOBBIA
pUTM, 3a uckKiIwodeHueM 1-i mauueHTKU ¢ DKC, um-
TUTAaHTUPOBAHHBIM TT0 NoBoay Oyokansl 111 cT. mo ycra-
HoBJeHus auarHo3a b®. CuHycoBas Opamukapaus
HaOitofanack y 3-x ManMeHToB. Y | mamueHTa paHee
ObLIa JOKYMEHTUPOBaHA MapoKCU3MasbHasl Xelyaoy-
KOBas Taxukapaus, y 4 — OAWHOYHAS U MapHas XXeiy-
JIOYKOBasl aKcTpacucronusi. HamkemynoukoBas (mpem-
cepAHas MOHO- U MOJMUTOMHAS) TaxXUKapausl U yactas
HaJIXETyTOYKOBAs 3KCTPACUCTONIUS OTMEYaIach y 2 ra-
1IMeHToB (y 1 manureHTa OJHOBPEMEHHO PETMCTPUPO-
BaJIUCh HAIXETyI0YKOBas MOJUTOINHAS TaXUKapaus,
HA/IXETyI0YKOBast U XeTyJA0YKOBas 3KCTPACUCTONHS).

Oo6cyxaeHne

Cepneunble aput™Muu 1ipu b® MoryTt peructpupo-
BaTbCs yXe B mperumneprpoduyeckoii dase 3aboseBa-
HUS, YXyAlllas KauecTBO XKU3HU U MPOTHO3 MalleHTOB
[19]. CBOEeBpEMEHHOCTb BBIMOJIHEHUSI BMEIIATEIbCTB,
HaIMpaBJIEeHHbIX HAa MPEBEHIUIO KapAWUOBACKYJISIPHBIX
OCJIOXKHEHUWI, B 3HAYUTEIbHON Mepe ompenensieTcs
3 (HeKTUBHOCTHIO MOHUTOPUHTA COCTOSIHUS Tallu-
€HTOB, HAlleJIEHHOr0, B MEPBYIO OYepeAb, HA paHHee
BeisgBiieHue CA [17, 20]. HeobGxoauMocCTh paciiupe-
HUS BO3MOXHOCTEH KapaMOJOTMYECKOTo Habsone-
HUs nanueHToB ¢ b® myTemM MCmoab30BaHUS TEXHO-
sorun mHealth gans amMmOGynaTopHOro MOHUTOPUHTA
maimeHToB ¢ b® mociyXuiao oTnpaBHON TOYKOMN st
TUIAHUPOBAHUS HacTosllero ucciaenosanus. Ero oc-
HOBHas 1eJib — U3YyYeHUE BO3MOXHOCTEH MpUMEHe-
HUS AOCTYNHBIX HeMHBa3uBHBIX DKI-perucrpatopon
coObITUII C Leablo ckpuHuHra CA, moTeHLMaIbHO
BIMSIIONIMX Ha TaKTUKY BeneHUs manueHToB ¢ BD.
JOMOMHUTENBHON LENbI0 BBICTYMAET OTUHAMUYECKas
OlLlEHKa MHCTPYMEHTAJIbHBIX U KJIMHUYECKUX MOKa3a-
TeJeil, MoaaepxXuBamnias NPUHITUE OMEepPaTUBHBIX
pelIeHUi MO0 KOPPEKUUU TePaneBTUYECKUX MIAHOB
B IIpoliecce yAaJeHHOro KapaIuoJIOrnyeckoro Habo-
JEHUSI.

Kputepuu ontumanbHOCTH TexHojorun TM BKITIO-
YaoT, MpeXe BCEro, HEBHICOKYI0 CTOMMOCTb, TEXHMU-
YECKYI0 TOCTYITHOCTh U MUHUMAJIbHBIA 3KCILTyaTalu-
OHHBII PUCK, a TAKXe Ka4eCTBO KJIMHUYECKOU CTpaTh-
(bukaru manyeHToB U JoKa3aTeabcTBa 3(D(HEKTUBHOCTU
TUIaHupyeMoro BmelateabcTBa [21]. Beibop meTona Mo-
owbHoM ayrorpaHcasuuu DKI' Ha ocHOBe perucrparo-
POB COOBITUIA B HACTOSIILIEM MCCIIEAOBAHUM ObLT OOYCIIOB-
JIeH cienytolmuMu ¢dakTopamu: 1) HEMHBa3UBHOCTBIO Me-
TOMA; 2) HEBBICOKOW CTOMMOCTBIO PETUCTPaTOpa U Mpo-
CTOTOH €ro HCMHOJIb30BaHUSI B JOMAIIHUX YCJIOBUSIX;
3) BO3MOXHOCTbIO BpaueOHOI OLIEHKU B3aUMOCBSI3U
CUMITOMOB U CUTyallUOHHBIX OKI-xapakTepucTuk;
4) BO3MOXHOCTBIO M3YyYEHUSI HOMOTHUTETbHbIX DKI-
MPEIUKTOPOB KapaIUOBACKYISIPHBIX COOBITUIA; 5) BOZMOX-
HOCTbIO XpaHeHus 3anuceil DKI' He Tojabko B hopMaTte
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Taosmna 3

Kapnuomormueckue cumnTomMbl 1 DKI-mmokasarenu,

momIeXKammne TMCTAaHIMOHHOMY HaOJIIOIeHUIO

Husepcus T

CLC WPW Vwmnenune QT [enpeccust ST

Biiokama ITHIIT  AB-Giiokana

KT

HX® HXT X5

Bpanukapaus

CUMIITOMBI

Ne manumenra

HET

nepedou

HET

0

nepe6ou, TMCKOMGOPT B TPYIH

BKC

cepauebreHe, TOI0BOKPYXKEHIE

nepedoun

HET

HET

niepedou, cepaleoueHe

HET

10
11

cepaledreHe

Ipumeuanue: AB-61okana — aTproBeHTpUKYyIsApHas 6aokana, KT — xenymoukoBast Taxukapausi, KD — xenynoukoBas akctpacuctonusi, HXKT — HamkenynoukoBast Taxukapausi, HXKD — HamxkenynoukoBast

akcrpacuctonus, [THIIT — npaBas Hoxka nyuka [uca, 9KC — anekrpokapauoctumynsitop, CLC — cunapom Kiepka-Jlesu-Kpucrecko, WPW — cunnpom Bonbda-ITapkuHcoHa-Yaiita.
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PDF (B cmapTdoHe manueHTa), HO Takxke B hopmaTe
EDF (MexnyHaponHbiii popMmaT xpaHeHUs LG pPOBO
OKI, ucronb3yeMbiii ¢ LeIbl0 MaTeMaTUYeCKO obpa-
0OTKU €€ ImapaMeTpOB).

HccnenoBaHue cOCpeioTOYEHO Ha IallMeHTax
¢ b®, umeromux KapauaabHble KIMHUYECKHE TIPO-
siBleHus (cepaliedueHue, nepedou B padbore cepaua,
TOJIOBOKPY>KEHUE, TUCKOMMDOPT B TPYAU), JTOKYMEHTU-
poBaHHble CA 1 OKI-npusHaku B BUIE YKOPOUECHUS
uHTepBania PR, mpogomkurenbHocTn 3youa P v mu-
punbl QRS, yBemuuenus QT (QTc) [22]. OcHoBHBIE
xapakTepucTuku DKI-HapyuieHuil y y4aCTHUKOB UC-
CJIeOBaHUS, COOTBETCTBYIOIIUX KPUTEPUSIM BKIIOUE-
HUS, KacajliCh HAJTWYUS BOJBTaXXHbIX Mpu3HakoB [JIK
U Onpeaesuiich B 64% (7 MallueHTOB); PETUCTPUPOBA-
JIUCh TaKKe COIMYTCTBYIOIIME aHOMAJIMU PeNoIsipu3a-
IIMM MUOKapaa B BUJE MAaTOJOTUYECKOU necbopManuu
KOHEYHOI 4acTy XeTyJ0YKOBOro Komruiekca (7 manu-
eHTOB). JlIoKyMeHTaJibHble cBUAeTeNbcTBA CA MCXOTHO
VIMEJUCH Y 3 MallMeHTOB, W YKa3bIBAJIM Ha HAJIUYUE HE-
YCTOMYUBO XXeTyTOUYKOBOM TaXUKapIAUU, HAIKeTy104-
KOBOM TTOJIUTOITHOM TaxuKapauu, HaIXKeTyI0dKOBO/
JKeJIyJOUYKOBOI 3KCTpacucTonuu; y 1 mauueHTa UM-
wiantTupoBaH DKC no moBoay aTprUOBEHTPUKYISIPHON
onokazel [11 ct. DKI-npu3Haky ycKOpeHUs AeTOoISIpu-
3anuu (yKopoueHue PR, mponmomkurenbHocTu 3youa P
u QRS) u yBenuueHus BpeMeHu penoisipuszanuu (QT
u QTc), peructprupoBaiuch NPUMEPHO Y TOJOBUHBI
MalMeHTOB (45,5%; 5 malueHTOoB); IPU 3TOM Yy 2 Talu-
€HTOB OHM He ObLIM cBsI3aHbl ¢ HanmuueMm IJK. Tu-
nmuuHble 1 Kapauomuonatun Padopu IxoKI-mpu-
3Haku (0e3 Hamuuus Gudpo3a MpU MAarHUTHO-PE30-
HaHcHO# Tomorpaduu (MPT)-uccienoBanuu) ObuIH
0OHapyXeHbI Y 4 MalleHTOB.

HeGonpioe KOIUYECTBO UCXOAHO NOKYMEHTHU-
poBaHHbIX CA B KOroprte, MOJYYEHHBIX C MOMOIIbIO
TpaguuoHHBIX ODKI-uccinepoBaHuii, MoXeT OBITh
CBSI3aHO KaK C OTPAaHWYEHUSIMU 3TUX METONOB IS 1ie-
nieit MonutopuHra ipu b, Tak U ¢ OTHOCUTENHEHO He-
OOJIBIIION MOJIeli MalMeHToOB ¢ KapauoMuonaTtueit MDa-
Opu, Kak mokazaHHoit mpuurHoit CA. Oxupgaercs, 4To
B npouecce TM (tutaHupyeMasi IpogoIKUTEIbHOCTD
B paMKax ucclienoBaHust — 36 Mec., BO3MOXKHO YBeJIu-
YeHUe cpoKa HabMIOAeHNST) N0JIs1 3apETUCTPUPOBAHHBIX
CA Oynet Bo3pacTaTb B OCHOBHOM 3a CYET MallMeHTOB
¢ HanuuueM IJI2K kak BCeACTBUE peMOIeIrpoOBa-
HUS JIEBOTO XeNIylouyka U pa3BuTus (Gpudposa, Tak U 3a
CYET MHTEHCUBHOTO AOJITOBPEMEHHOT0O MOHUTOPUHTA
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