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MpencepaHas kKapguomMmmonaTus — HoOBas KOHLLEMNLMS C JaBHEW UCTopuen

BaiixaHckas T. F.1, Kypywxko T. B.1, Mepcuackmx PO.A.1, CuBunukas J1. H?

MpeacepaHas kapayommonatus (MKM) — 3To 4OCTaTO4HO YacTO BCTPEYatoLascs,
HO KNIMHMYECKW HeAOOLeHBaeMas naTonorus, Ans KOTOPOi xapakTepHO yBenuye-
HWe pa3amepoB npeacepaui 1 nx auceyHkums. PaHee NKM TpaguLvoHHo camtanach
nepBMYHbIM PAcCTPOMCTBOM, HO B 2016r ata koHuenuus Gbina nepecMoTpeHa
MeXayHapoAHbIMY 3KcnepTamMu Bo mase ¢ paboyeit rpynnoii EBponeiickoii accouy-
aumm cepaedHoro putma (EHRA) ¢ BKlo4eHMeM No3nLIMM BTOPUYHOrO PEMOAENNPO-
BaHWs npeacepavi. B cornacoBaHHoM fokymeHTe EHRA petanbHO npeactasnieHsb
acneKTbl aHAaTOMWK, NAaToPU3NONOrMM NPEACEPANIA, NpeaioxeHsl AeduHnummn NMKM,
rucTonornyeckas Knaccudukaums, N3noxXeHsl MONEKYNIAPHLIE MEXaHN3MbI, BIUSIO-
Lye Ha pasBuTUE NPEACEPAHON apuTMiK, 0603HaYeHbl NPo6eMbl NepcoHNGULM-
POBAHHOIO JIEYEHNS M ONTUMM3ALIMM NMOKa3aHUiA K KaTeTepHOIi abnauun.

AcnekTbl NPaKTU4EeCKOro NPUMEHEHUS MPEOJIOKEHHOM CUCTEMbI Knaccudukaumm
MKM, 060CHOBaHHOI C NO3ULMIA NATOMMCTONOMMYECKOn MOPGhONOrN, BONPOCHI K-
HMYECKON 3HAYMMOCTU HOBOW KoHuenuun MKM 1 noTeHumanbHoW ponu 31Ol WH-
dopmaumn Ans NpakTM4eckoro Bpaya B BbIGOpe KOHTPOMS PUTMA/4actoTbl Mpu
dubpunnaumm npencepanini u npodunakTuke TPOMO03IMOONINYECKMX OCNOXHEHUI
npencTasieHbl B AAHHON CTaTbe. B ka4ecTBe MnioCTpaTMBHOIrO Matepuana npoge-
MOHCTPUPOBaHb! ABa KnHUYeckux Habnoferns MKM ¢ “nepBudHbIM” 1 “BTOpMY-
HbIM” PEMOAENMPOBaHMEM Npeacepanin (cemenHas dopma MKM, accoummpoBaHHO
¢ MyTaumein B reHe NPPA, BbI3bIBAIOLLEN NEPBUYHBIN AedeKT CTPYKTYpbl 1 GyHKLMM
npencepavi; u cnyyain “sTopuuHoii” MKM, 06ycnoBneHHoN AnnTenbHbIM Nepriosom
CYNPaBEHTPUKYSIPHON TaxuapuTMiW, LETEPMUHMPOBaHHONM MyTauveli B reHe SCN1B).

KnioueBble cnoBa: pemoaenvMpoBaHve npeacepanii, npencepaHas KapamomMmo-
natusi, Gubpunnaums Npencepamii, anekTpoMexaHuyeckas aMcdyHKums npeancep-
i, red NPPA.
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Atrial cardiomyopathy — a new concept with a long history

Vaikhanskaya T.G., Kurushko T.V., Persianskikh Yu.A., Sivitskaya L. N.”

Atrial cardiomyopathy (ACM) is a relatively common but clinically underestimated
disorder, which is characterized by an increased atrial size and dysfunction.
Previously, ACM was considered a primary disorder, but in 2016 this concept was
revised by European Heart Rhythm Association (EHRA) working group with inclusion
of secondary atrial remodeling. The EHRA document details aspects of atrial
anatomy and pathophysiology, proposes definitions of ACM, histological
classification, outlines the molecular mechanisms of atrial arrhythmia and the
problems of personalized treatment and optimization of indications for catheter
ablation.

Practical application of the proposed ACM classification system, the clinical
significance of novel ACM concept and the potential role of this information for a
practitioner are presented in this article. Two clinical cases of ACM with “primary”
(familial form of ACM due to NPPA gene mutation with primary defect in atrial
structure and function) and “secondary” atrial remodeling (ACM caused by a long-
term supraventricular tachyarrhythmias due to SCN1B gene mutation).

Key words: atrial remodeling, atrial cardiomyopathy, atrial fibrillation, atrial
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B mocnmenave romel B HAYYHOM COOOIINECTBE 3HAUM-
TETHHO TIOBBICHJICS MHTEPEC K M3YICHUIO CTPYKTYPHBIX
U 3JICKTPOMEXaHNMUCCKMNX IIPEACEPIHBIX aHOMAaJMii KakK
MapKepoB HEOJIarOMPHUSTHOTO KIMHUYIECKOTO IPOTHO3a
B Pa3IMIHBIX TPYIIIAaX MAIIMEHTOB C CEPOCYHO-COCYIHC-
TBIMU 3a00JieBaHMSIMU. Ho30I10T1s, TepMUHOIOTHS U JIe-
GuHUIIIN “TIpeacepTHONM KapIMOMUOMATAM CETOMHS
SIBJITIOTCST TIPEAMETOM [JIST TIPOMOJIKAIOIINXCS HAyIHBIX
IucKyccrii. OqHaKo TOT (PaKT, 9TO IIpeacepaHas Kapauo-
vuonatust (ITKM) — 3To 1oCTaTOYHO YacTO BCTpeUaro-
masicsi, HO KJIMHWYECKW BCE eIlle HemoOolcHUBacMast
ITaTOJIOTHS, IIJIST KOTOPOIT XapaKTepHO YBEIMUYCHHE pas-
MEPOB TIpeAcCEpIUuii U UX TUCHYHKLUS, Y OOJBbITMHCTBA
HCCIIeIoBaTelIeii He BEI3BIBACT COMHCHUA.

ITepBoe coobIieHne o ceMeitHoi hopme GrOpPoO3HOIA
npencepaHoit Kapauomuonatun (PITKM) 6wuto TIpen-
crasieHo Williams D, et al. (1972) mpu anurenbHOM Ha-
OMIONCHUN WICHOB CEMBHM C IIPEACEpHHON SKTOIHEH
W aTpUOBEHTPUKY/IsIpHOIT (AB) 010Kamoii, Korma y Tpex
W3 TISITH OpaTheB M cecTep OBLIN BBISBICHBI IIPOTPECCH-
pyIOIIIe CHUMIITOMBI XpPOHO-, APOMO- W WHOTPOITHOMU
mucdyakuun npeacepnuii [1]. TTo3ke MHOTHE MUCCIENO-
BaTeJI COOOIIAIM O TUCTOIATOIOTHICCKIX M3MECHEHUSIX
B Ipencepnusix (BOCITaJieHWEe, WHTCPCTUIINATBHBIN WITH
o4aroBblii GuOpPo3), KOTOpbIe HAOIIOAATNUCH Y MALIMEHTOB
¢ ¢ubpmwmrsmueir npencepouit (PI1) mpum oTcyTcTBUU
CTPYKTYPHBIX IIPUINH apUTMUM, TaKUX KaK KJIalTaHHbBIC
IIOPOKHU Cepilla WIN cepaedyHas HemocTatouHocTh (CH)
[2, 3]. Kottkamp H, et al. (2012) BepBEIC OIpemeTUIN
DIIKM xak He3aBUCUMYI0O W IIPOrPECCUPYIOILIYIO
INIKM — “cneuunduyeckoe 3aboyneBaHue ¢ (puOPO3HBIM
MmopaXkeHNeM TIpeacepauii, KOTOpoe He MOXET OBITh
00YCJIOBJICHO BO3pacTOM, OOJIE3HBIO Ceparla WM HallH-
yreM MepuarteabHoi aputMun” [4]. ABTOPBI IIPEAIono-
xunu, uyto crienudpuyeckag ¢opma DIIKM gsmsgercsa
pacIpoCTpaHEHHBIM TIATOJIOTMYCCKUM IIPOSIBICHUEM
Bcex ¢opm DPII, HO BBI3BaHA IEPBUYHBIM ITPOIIECCOM
B MHOIIWTAX TIpeIcepauii, BHE 3aBUCIMOCTH OT apUTMUMU.
B 2016r skcriepthl paboyeit rpymsl EBporneiickoii acco-
muanmu cepaedHoro putMa (EHRA), ObmectBa cepmed-
Horo putMa (HRS), A3maTcKo-THXOOKEeaHCKOTO OO0IIe-
ctBa cepaeuHoro putMa (APHRS) u JlatmHOamMepuKaH-
CKOTO OOIIEeCTBAa KapIMOCTUMY/ISIIUM M 3JICKTPODU3NO0-
norun (SOLAECE) mpemnoxuim HOBBIC Oe(PUHUIIAN
IIKM kak “11000if KOMIIJIEKC CTPYKTYPHBIX, COKpaTHh-
TEJIbHBIX WM DJIEKTPOGU3NOIOTUICCKNX N3MCHEHMIA,
BO3ICICTBYIOIINX Ha TIPEICEepausi M CITOCOOCTBYIOIINX
Pa3BUTUIO KIIMHWYECKW 3HAUYMMBIX NpOsBIeHMi” [5].
DTO0 orpenesicHNe HATTOMUHACT KOHIICIIIINIO apUTMOTCH-
HOTO pEMOIETUPOBAHUS TIPEICEPONii, OIPEHCISICMYIO
Kak “mo0oe U3MeHEeHUE CTPYKTYPhl MU (DYHKILIUU TIPe]I-
cepauii, KOTOpOE CITOCOOCTBYET Pa3BUTHIO TIPEICEPIHBIX
aputMuii” [6]. OmHaKo HOBBIN 3J1EMEHT AeOUHULINIA
ITKM oTtpaxaet MoTeHLMaIbHO Ba)KHOE MOJIOKEHUEe —
HEOJIarOTIPUSATHBIC TTOCIICACTBUS 3JICKTPOMEXaHMIEeCKIX
HapyIIeHUI B IPEICeparsaX MOTYT COBEPIICHHO HE 3aBH-

CeTh OT TPEICEePINHBIX apUTMUN. DTO OYEHb BaKHBIN
HIOAHC, TOTYEPKUBAIOIINIMA TOT (haKT, YTO PUCK MO3TOBBIX
TpoMOo3MOOIMIecKUX oclioxXHeHuit (TDO0) mpu HaIM-
gy [TKM MoXeT He 3aBHCETh OT BOSHUKHOBCHUSI/pa3-
Butus PI1. Bropoe oTmame COCTOUT B TOM, YTO TEPMMU-
HOJIOTMIECKUIA TTONTEKCT PEMOIETNPOBAHMS TIPEICepIi
BKJTIOUAET IPEITTOJIOKEHUE O TOM, UTO IIPEIACePIUS OBLIN
HOPMAaJIbHBIMHA IO TOTO, KaK OHM TOOBEPIIINCH KAKIM-
60 BHemIHUM Bo3aeicTtBusiM. Tak, [TKM MoxeTt ObITh
0o0ycCIIOBIIEHA TICPBUYHBIMHU IIpOIleccaMM B IIpemcep-
IUSIX — CTPYKTYPHBIMU, 3ICKTPUUCCKUMU M (PYHKIIAO-
HaJIbHBIMM HapYIICHUSIMHU, XapaKTEePHBIMM U 9acTH
TEHETUYECKNX OoJIe3HeH (HampuMep, BCIICACTBUE MyTa-
muii B reHaX MYL4 wmm NPPA [7, 8]), a Takke “BTOprY-
HBIMU~ apUTMOTEHHBIMM WM3MEHCHUSIMU, BBI3BAHHBIMU
n3onaupoBaHHO DI (¢ MMPOKUM CIIEKTPOM TeHETUIC-
CKHX BapMaHTOB) M apyrmmu (akropamu prcka DII,
BBI3BIBAIOIIMU CTPYKTYPHOE PEMOICIMPOBAHUE MUO-
Kapma [9, 10].

KM — opdannas wim pacnpocTpaHeHHAs] TATOIOTHs?

M3BecTHO, 4yTO MHOTUE 3a00JeBaHuUs (TUIEPTEH3US,
knanaHHele mopoku, CH, mmaber, MHOKapoWT) WA
COCTOSTHUS (CTapeHMe, KypeHHe, OXUpPEeHNUEe, METa00I -
YeCKHe HapyIICeHNsI) BEI3BIBAIOT WJIM CITOCOOCTBYIOT pa3-
putnio I[TKM [11]. OgHako u3MeHeHUs B TIpeACepausX,
BBI3BIBACMbIC STIMU 3a00JIEBAaHUSIMU, HE SIBJISTFOTCSI CTPO-
ro cneuudmaabiMa mist [TKM (XOTsT mmaTojgoruyecKue
W3MEHEHMSI UMEIOT MHOTO OOIIETO) — JIOKATM3ALINSI, pac-
TIPOCTPAHEHHOCTh W CTEIICHDb MaTOJOTMYECKOTO PEMOJIC-
JIMPOBAHMUS TIIPEOCepOnii 3aBHCAT OT JUIMTEIBHOCTH
¥ TSDKECTU TeUeHUS 00JIe3HM, OT MOTU(PUKAIINA MHOTUX
JNIPYTUX COMYTCTBYIOLIMX (PaKTOPOB, BbI3bIBAIOIIMX 3HA-
YUTeIbHBIC MHAWBUAYAJIbHBIC pa3aumuus. [Iporpeccupo-
BaHME CyOCTpaTa peMOIEIMPOBAHUS 3aBUCUT OT MHOXKE-
cTBa (haKTOPOB, BIMUSIIONINX HA PEAKIINIO KapIUOMHUOIIN-
TOB B OTBET Ha 3JIEKTPUUCCKIEC, MEXaHUTICCKIE, TeMOIM -
HaMHMYECKHE M METaOOIMIEeCKUe CTPEeCC-BO3MCHCTBUS.
Hexotopbie KOMIOHEHTHI pEMOJETMPOBAHUS MPEICEPaUi
SIBIISTIOTCST OOpaTUMBIMU (aIalITUBHBIMU), TOTIA KaK IPy-
TUE SIBJISIIOTCS] IEpMAHEHTHBIMU (ne3ananTuBHbIMu). [Tpo-
rpeccupoBaHue TIPEACEPIHOr0 TOBPEXIECHUS BCIEI-
CTBHE OCHOBHOTO 3a00JIeBaHMSI Ceplla SIBISICTCS OCHOB-
HBIM ITAaTOTEHETUYECKNM (hakTopoM. K ccenoBaHms 110-
CICMHUX JIET TPOIXEMOHCTPUPOBAIN 3(POEKTUBHOCTD
npodwraktuku PI1 ¢ MOMOIIBIO YCIIEITHOTO yIIpaBie-
HUS TaKUMU MOOUGUIINPYEMBIMU (aKTopaMU pHCKa,
KaK CHHIPOM OOCTPYKTHUBHOTO aITHO? BO CHE, OXKMPEHNE,
apTepuasbHas runepteH3ns (Al'), THIIEPITIMKEMUs W AVC-
ymrmaemus [12-15]. YerpaHenne 3TuxX HapyIIeHWA CIIo-
COOCTBOBAJIO TIPENOTBPAIICHUIO JATBHEUIIIETO TTOBPEXK-
IeHUS TIpencepaunii, 1 Ha00OPOT, YTsKeJICHIE,/ MOITOTHE -
HHUEe (PaKTOPOB prCKa OBUIO CBSI3aHO C pEeIIMINBAMHU U TIc-
pcucrenumeit PI1 ¢ mporpeccupoBaHWEeM IATOJIOTHUC-
CKOTO CyOCTpara, YTO CBUACTEIBCTBYET B TIOMACPKKY ITOCTY-
mata Wijffels-Allessie, comtacHo kKotopoMy “@DIT mo-
poxnaer PI1” [16].
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OmHako KpoOMe€ TOTO, YTO HEKOTOpBIC ITaTOJOTHYC-
CKME MpOLIECChl MOTYT BJMSATH Ha Mpeacepavsi O4eHb
n30MpaTeIbHO (HaIIpuMep, peMOIeIpOBaHNe, BEI3BaH-
Hoe II), cymecTBYIOT U Opyrue MeHee CITeIu(pUIHBIC
MEXaHU3MBI, KOTOPBIC BEI3BIBAIOT U3MEHEHUS HE TOJIBKO
peAcepanii, HO 1 XKeIYI0YKOB B OOIbIIIECH I MEHbIIEH
crereH (TIepBUYHBIC KapauoMuoIaTnu, Al, MbIIIIeYHbIC
muctpodnu (M), aMmuiaonmo3, MUOKapauThl) [17].

Taxum o6pazom, I[TKM accounupoBaHa cO MHOXECT-
BOM IIPWYMH, BBI3BIBAIOIINX WM CIIOCOOCTBYIOIINX T1aTO-
JIOTHYECKOMY PEMOICIIMPOBAHUIO TIPEICePOnii; Hamdoee
yacThle MpuuuHbl — uszoaupoanHasg OI1, CH, AT, Mno-
KapauT, KJarnaHHbIe MOPOKU Cepilia, caxapHbIi nuader
(C), oxmpeHHWe, aMIJIOWI03, HaclemncTBeHHbIe MJI.
OCHOBHBIC 3THOJIOTUYCCKIE, KIMHIICCKIE 1 MOpdoMe-
TpUIECKIEe 0COOCHHOCTH PEMOICINPOBAHMS TIPEICEPINIA,
MPUBOISIINX K 2JIeKTpoMexaHndeckoi mucdyHkimu v [TKM,
npencrasieHbl B Tadauie 1 [5].

B 2016r skcmeptel paboueit rpynmnsi EHRA/HRS/
APHRS/SOLAECE pa3paboTaim KOHCEHCYCHBII ITOKY-
MEHT C IeTaJbHBIM TIPEACTaBICHUEM TIpEICepIHOIl aHa-
TOMMU, (PU3NOJIOTUM Y TIATOJIOTUH, IeDUHUIINIL C TUCTO-
norndeckoii kiaccudukaumein [TKM, MoIeKyIspHBIX
MEXaHU3MOB, BJIMSIOIIMX Ha pa3BUTHE apUTMUU, METO-
OB BU3YyaJIM3alluM U KapTUPOBAHMS, T TaKKe 0003Ha-
YUJIA TIPOOJIEMHBIE BOIIPOCH ITEPCOHUMUIIMPOBAHHOTO
JIEUeHUST U ONTUMU3ALMM TTOKa3aHUI K KaTeTepHO# ao0-
Janun. ABTOPBI TIPEIJIOXIUIM TUCTOJIOTUUYECKYIO (ITaTo-
$U3MOIOrMYECcKYI0) KiaacCU(MUKALIMIO C WCTOJb30BAaHUEM
abopesuarypsl EHRAS (E or EHRA, HR ot HRS, A or
APHRS, S or SOLEACE) misg ompenencHusT 4 KIaccoB
IIKM [1]: I — npeumyliecCTBEHHO MUOLMT-3aBUCUMBII
i (MepBUYHBIC M3MEHCHUS KapaUOMHOINTOB); II —
MIPEeNMYIIEeCTBEHHO (prOP0O6IacT-3aBUCUMBIN TUTT ((hrO-
po3Hble u3MeHeHus muokapaa); I11 — cmemanHbiil Muo-
mT-(pubpodIacT-3aBucuMbIit THIT, 1 [V — T, o0yciaoB-
JICHHBIN WHQWIBTpALNEd HEKOJUIATCHOBBIMU OTJIOXKE-
Husmu (Tabi. 2) [5].

DTa mpocTas KiIaccu@uKaIms oTpakaeT JOMUHUPY-
FOIIIyI0 MOP(OJIOTMYECKYIO MATOJIOTHIO TP Pa3TMIHBIX
KIMHUYECKUX W TAaTO(MU3NOJOTUUCCKUX CHUTYaIIUsIX,
knaccel EHRAS (MumonmT-3aBUCUMBEI, (rOpobacT-
3aBUCHMBIN, CMEIIAHHBIA 1 HE CBSI3aHHBINA C KOJIJIareHO-
BBIMHU OTJIOKCHHUSIMI) COOTBETCTBYIOT MX THCTOITATOJIO-
TUIeCKOM xapakTepucTuke. OQHAKO KaK MUHHUMYM IBE
MMpOOJIEeMBl OTPAaHMYMBAIOT IMPUMEHEHHE 3TOM KJIACCH-
¢uKaMM B KIMHUIECKOU ITpakThKe. Bo-TiepBEHIX, cHC-
TeMa OCHOBaHA Ha THCTOJIOTMIECKOM WHTEPIIPETALINH,
TpeOymolleil aHain3a 00pa3loB TKaHEH Mpeacepauit st
BepU(UKALIMK, YTO B OOJBIIMHCTBE CIy4yaeB TEXHUYECKU
HEBO3MOXHO BBITIOJIHATH. BO-BTOPBIX, CYIIECTBYET 3HA-
YUTEIbHOE COBHAIeHUE (IIepeKpecT) MEXOy KiIaccamu
EHRAS B mnpenmenax IMOYTH KaXIOW 3TUOJIOTMYECKON
kateropun [1KM (ta6m. 1). Hampumep, TucTomaToaorn-
YyecKasl XapaKTepHCTHKa KJIAIlaHHBIX ITOPOKOB Cepalia
MOXET MMETh TPU3HAKN BCEX UYEThIPEX KJIACCOB; IATO-

mopdonornueckue npusHaku AL, CII u M1 6ynyT niepe-
KpBIBAaThCS B TIpeesiaX TpexX KiaaccoB. ToJBKO TIpencep-
HBIIi aMUJI0MI03 OyJIeT COOTBETCTBOBATh OJHOMY KJaccy
(xmacc 1V). B To Bpewmst kak | xitacc gacto HaOomaeTcs
y TIaIlMEHTOB ¢ TeHEeTHMYeCKH AeTepMuHupoBaHHOU DI
n CI, I knacc xapakTepeH il TIpeACcepIHOro peMoje-
JIMPOBAHMS IIPU CTAPEHUM W KypeHuu (Tadm. 1). Y mamu-
eHTOB ¢ xpoHndeckoit CH Tum pemomeampoBaHUs COOT-
BerctByeT Kiaccy III wnm II, B To Bpemst kak kiacc IV
YacTo HaOIIomaeTcs IIPU M30JIMPOBAHHOM IOPaKCHUN
npencepauii ((KupoBast MHQGWIBTPALIAS TIPY OXKUPEHNH,
aMUJIONI03, TpaHyJIeMaTo3 U 3a00JIeBaHUSI, KOTOpPBIC
COIMPOBOXIAIOTCST BOCTAIUTEIbHBIMIU WH(MWIBTpATaAMU
VT TJIMKOCOUHTOJTUTTUIHBIMY OTIOXKCHUSIMU) [5].

Kimnuyeckoe npuMeHeHHe HOBO# KOHUEMIIMU C JaBHei
ucropuen

Ha mnepBoiii B3misin, xiaccugukamust [TKM mpen-
CTaBIISICTCST TIOCTATOTHO YMO3PUTEILHOM W MaJIO TIPUTOI -
HO¥1 JUIST TpaKTUKYIOIIETO Bpada, T.K. IUIsI OOIBITMHCTBA
MAIleHTOB HEBO3MOXKXHO OIMHO3HAYHO OTIPEISITUTD KITacc
EHRAS 0e3 THCTOITaTOJIOTMYECKOM OIIEHKU, HO Haxe
ecnu (peHOTHIT TTallMeHTa OMHO3HAYHO OTHECEH K OTIpe-
neneHHoil kareropum I unm IV knacca, He coBceM Mo-
HSTHO, 4YTO CJEAyeT IPeANpUHUMATH B IaJlbHEHUIIIEM
¥ KaK IIPaBUIIEHO UCITOIB30BaTh 3Ty MHMOPMAIIHIO.

OmHAKO eC/IM YYeCTh, YTO BCE IMEePEUNCICHHBIC KITACCHI
T1KM umMeroT onuH o01IMiA TpU3HAK — 2JIEKTPOMEXaHU -
YecKylo OUCHYHKINIO TIpeAcepauii, 0O0YCIOBICHHYIO
CTPYKTYPHBIM, MEXaHUICCKUM M 3JICKTPUUCCKIM PEMO-
IeTMPOBAHUEM, a STH M3MEHEHUS Jallle BCETO ITPUBOIST
K pa3BuTHIo npencepaHoit apurmun — DIT [5-7], koTo-
pas acCoMMUpOBaHA C MOBBLIIIICHHBIM PUCKOM Pa3BUTHS
TH0O, nmexommencanuu CH m cMepTHOCTU BCIIEACTBUE
nHeynbra [11, 13-20], BmoaHe oXMmaeMoO, UTO aHaIW3
stuonorun [IKM, oueHka mokasaTeneil IIpencepmaHoit
TeMOAMHAMUKU (CIEeKJI-TPEKUHT, TKAaHEeBOW JOIIUIED),
MaKpOCKOITMYECKOe OIIpelecHNe CTelneHn (uobposa
TIpEICePOnii TIPU MCITOIb30BAHNNA MarHUTHO-PE30HAHC-
Hoit Tomorpadpun (MPT) ¢ KOHTpacTHBIM YCUJICHHEM
¥ BBISBJICHHE TIPOKOATYJISIIIMOHHOTO CTaTyca MalleHTOB
OyIyT UMETh BaXKHOE IIPOTHOCTUYECCKOE U TepaIleBTHIC-
CKOE 3HAUYCHHE.

Tak, Ha pucyHKe | TIpeacTaBiIeHBI OCHOBHBIC (haK-
TOPBI TPOMOOIMOOIMIECKOTO PUCKa, KOTOPHIC UCTIONh3Y-
FOTCS TP cTpaTUUKAIINKY prcKa marueHToB ¢ PIT mis
00OCHOBAaHHOTO Ha3HAYCHUSI TEpaIMi IIepOpPaTbHBIMU
aaTukoaryasHtaMu (OAK).

CeromHs IMMPOKO MPUMEHSIETCS B TIPAKTUKE OLIEHOY-
Hag mxana pucka CHA,DS,-VASc, Bximouarommas mpe-
nuktopsl (CH, AT, Bo3pact ot 65 1o 74 net, Bo3pact 75
JIeT W crapiie, XeHckuit moin, CJI, mpemainecTBYOMIMA
WHCYJIBT WM TPaH3UTOpPHAS MIIeMUdeckas ataka, TOO,
COCYIVCTEIC 3a00JIeBaHMS), KOTOPHIC OIPENCIISIOT IIPH-
HiTHe pelneHns o HasHaueHHM OAK comrmacHo oO6mie-
MPUHSITBIM TEeKYIIUM peKoMmeHmanusM [20, 21]. U3-
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3Tmonoruyeckas kateropus MNKM

@I (3011poBaHHas)

OxwvipeHve

CH

KnanaxHble nopoku cepaua

Mwuokapaut

OG6CTPYKTMBHOE arnHoa BO CHe

ca
Al

CrapeHue

MyTauwnn B reHe NPPA

M301mpoBaHHbIN NpeacepaHbli

amunonnos

leHeTnyeckme HapyLeHus
penonspusaumm

JNexkapcTBeHHas nHaykums O

HacnepnctBenHas M,

ATmnonorus, CTPyKTypa v xapakrepuctuka oCHOBHbIX peHoTunos MKM

KnuHuueckme n/unm mopdomeTpuyeckme 0co6eHHOCTY PEMOAENPOBaHNS Npeacepamnii

MopdomeTpusi npeacepauii npu AnutensHo nepeuctupytotlei Arl: runepTpodust KapAMOMUOLITOB,
MWOLMTONN3, MHTEPCTULMANbHBIN GUOPO3 N CHUXEHME KCMPECCUM KOHHEKCUHA-43

YBenuyexHue MHAEKCa MacChbl TeNna Ha KaXxayto eanHULYy acCounmpyeTcs C NoBbILLEHNEM PUCKa DIl
Ha 3,5-5,3%

AccoumrpoBaHHblin ¢ CH npeacepaHbii eHoTun oTamMyaeTcst paHHMM passutreM Grbposa npeacepaunii
(B GOMbLUEH CTEMEHM, YEM B Xenyaoukax). KOMNoHeHTbl peMoaenvpoBaHus (M3MEHEHUs MIOHHOrO TOKa,
KOHHEKCUHA), B 0TIn4me oT PI1-1HAYLMPOBAHHOTO PEMOLENMPOBAHNS, HE CONPOBOXAAITCS CHUXEHUEM
noTeHuUMana encTeus 1 3amMmeasieHneM NpoBoOLMMOCTU

CTeHO3 n/unn HefOCTATOYHOCTL MUATPAJIBHOTO KJlarnaHa, a0pTasibHbIi CTEHO3 CBA3aHbI CO CTPYKTYPHbIM
PEMOAENMPOBAHMEM MPEACEPAUI N CKIOHHOCTbIO K DI

M npumepHo B 30% cny4vaes ABNSETCS YACTbIO KIIMHUYECKOW KapTyHbl MUOKapamTa

He6naronpusTHoe BAUSIHUE Ha MPOBOASLLYIO DYHKLMIO (3aMeasieHne NpeacepaHoi NPOBOANMOCTY)
C MOBLILLEHVEM MPELPACTIONOXEHHOCTH K DI

CJl sBnsieTcsa He3aBMCUMbIM akTOPOM pucka pasBuTvs 1 nporpeccupoBanmns Or

AT accouymmpoBaHa C yBeNM4eHeM NeBOro Npeacepamns U n3ameHeHusmm 3ybua P Ha SKT
(BomuHUpyeT oTpulaTensHas dasa B oTefeHUM V1), KoTopble ABASIOTCS npeankTopamu pucka @Il

AHOMaNMN NPOBOAVIMOCTH, yBeNnyeHe pedpakTepHoro nepyosa BCneacTane Grubpo3aHbIX N3MEHeHUi
npeacepaunii

deHoTun GratpuanbHoii aunataumm ¢ npeacepaHoii aktonuei n G (mytaums Arg150Gin B reHe NPPA).
Accoupauys NPPA BapuanToB (S64R 1 A117V) ¢ &N

Hanbonee pacnpocTpaHeHHas popma BO3PACTHOIO UK CTapHECKOro aMuiIona03a, KOTopbli OrpaHnyeH
nopaxeHnemM npeacepani

KoM6VHVPOBaHHbIE reTepo3UroTHbIE MyTaLWMK B reHax anbda- cyobenHULbl HaTPYEBOro KaHana
(SCN5A) n koHHekcuHa-40 (GJAS). MyTaumm B cybbeamHmLax kanuesbix kaHanos (KCNQ1, KCNH2,
KCND3 n KCNES5) n myTaumu ¢ notepeii GyHkumm B reHe SCN5A Obinv MaoeHTMGUUMPOBaHbI Y NaLMEeHTOB
¢ @I1. Mytauuu ¢ yeunennem GyHkumum B reHe KCNJ8 accoumumpoanbl ¢ @I 1 paHHelt penonsipraumvei

— Bucdocdonartsl (aneHapoHat, 301e4pOHOBas KUCIOTa)

— WHoTponHble cpeacTsa (LodamuH, [o6yTamMuH, LONEKCaMUH, apOyTamMuH, S3HOKCUMOH, MUMPYHOH,
NEeBOCVIMEHaH)

— Basopaunatatopsbl (M30copbup, no3aptaH, GAOCEKBUHAH)

— AUETUNXONUH 1 @HTUXONUHEPrYeCKme CPEeLCTBA (aTPONUH)

— JAuypeTukn (Trnasvabl)

— CumMnatomMumeTnku (nceBnoadenpuH, anbbyTepon, OpULEHTPEHaINH, canbbyTamo, canbMeTepon)

— KcaHTuHbl (aMUHOPUANUH, TEODUNANH)

— [pOTMBOCYAOPOXHbIE MPenapatsl (nako3amuz, NanvnepuaoH)

— AHTMAEnpeccaHTbl (GyoKCETUH, TPAHUILMMPOMIH)

— [pOTMBOMUIrpeHO3HbIE CPELCTBA (OHAA3ETPOH, CyMaTPUNTaH)

— AHTUNCUXOTVKK (KN03aruH, NOKCanuWH, 0flaH3anuH)

— XoAnHOMUMETVKM (HUSOCTUrMUH, AOHENE3NN)

— AroHucTbl fodammHa (anoMopduH)

— AHTPaUWKHbI (LOKCOPYOULMH, MATOKCAHTPOH)

— AHTUMETab0nMThI (kaneumTabuH, 5-dbTopypaumn, reMunTabmH)

— WHrbmTopbl TMPO3WHKMHA3bI (LeTykcumMab, copaTeHmb, CyHUTUHUG) 1 TOMOM30Mepasbl (aMCakpuH,
aTono3unA)

— MoHokNOHanbHble aHTUTenNa (anemty3ymab, 6esauyaymab, putykcumab, Tpactyaymad)

— LIMTOKMHBI U UIMMYHOMOAYNATOPHI (23aTUONPUH, UHTEPDEPOH-ramMMa, UHTEPAEVKNH-2, NeHaNMAoOMMLL)

— [Mpenapatbl 4515 NeYeHnst IPEKTUNbHOM ANCPHYHKUMS (cunaeHadun, Taganadpun, BapaeHadbun)

— AHabonmyeckre aHapPOreHHble CTeponbl

lMpu HacneacTBeHHbIX M/, 06yCnoBAEHHbIX fereHepaLyelt MUOLMTOB C XUPOBLIM 1A GrOPO3HLIM
3aMelLeHneM, B NaTo0rn4eckunii NpoLLecc BOBEKaeTCs cepaue:

— MA Orowena n M Bekkepa (OKMTIT, reH auctpoduH);

— MwuoTtoHuyeckas auctpodus, Tvn 1 (aedekTsl nposeaeHns, red MA-npotenHkmHadsl — DMPK);

— MZ 3vepu-Apeidyca (KM ¢ aedektamn npoBeaeHuns, reHbl aMepuHa u namvHa A/C);

— KoneuyHocTHo-nosickas M, (OKMI ¢ nedexkramm npoBOAUMOCTH, reHbl namMuHa A/C 1 capKornMkaHoB)

Tabnuua 1

Knacc EHRAS
10,10

I, v

1, 101, IV

1AL 0, 1V

I, v
(]

1,1 IV
11110

[\

1AL 0 1V

1,1, 10, 1V

Cokpawenus: KM — gunataumorHas kapavomvonatus, M — melwedHas auctpodus, MKM — npencepaHas kapavomvonatus, CLl — caxapHblii auabet, CH — cep-
[le4Has HefoCTaTo4YHOCTb, P — dubpunnaums npeacepamii, K — anekTpokapamnorpadms.
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Tabnuua 2

KnaccudukaumonHaa cucrema EHRAS ans ouenku NMKM

Knaccel EHRAS

|. MpenmyLLeCTBEHHO KapaAMOMUOLMT-3aBUCHMBIA TUM
(N, CL, reHeTnyeckne aHoManum membpat K-
1 Na- kaHanos).

II. MpenmyLLecTBeHHO GrBPOBNACT-3aBUCHUMBIA THM
(cTapeHve, kypexue).

lIl. CMeLwaHHbIN TUN — KapaMOMUOLMT-
1 pnbpobnact-3asucumblil (CH, knanaHHble
nopokKu).

IV. TIKM, 06ycnoBneHHas NpenMyLLECTBEHHO
MHOUNbTPaLMEN HEKONNAreHOBbIMU IeN03uTamu
(oTnoxXeHns amunonaa, rMMKOCHUHro-nMNMaoB,
rpaHynembl 1 BOCNanMTeNbHbIE MHPUALTPATHI).

Cxematunyeckoe n3obpaxeHue cybcTparta npeacepaHoro

TucTonornyeckas xapakTepucTmka

Mopdonoruyeckmne nameHeHus
KapaMoMmMoumnToB (runeptpodus,
MuouuTonmn3); 6e3 dprbposa

W UHTEPCTULMANBHBIX U3MEHEHWIA.

MpevmyLLecTBEHHO GUOPO3HBLIE N3MEHEHUS;
KapAyoOMNOLUUTLl HE U3MEHEHBI.

KomBuHauws u3MeHeHuii kKapAMOMUOLIMTOB
(runeptpodus, muounTonua) 1 GubposHbIe
N3MEHEHUS.

MN3meHeHne NHTEepCTUUUS 6e3 HakonneHus
KONNareHoBbIX BOIOKOH:

IVa — HakonneHue amunovnga

IVf — xupoBsas nidunstTpaums

IVi — BocnanuTenbHble KneTkn

IVo — Ap. MHTepCTMLMANbHbIE N3MEHEHNS.

Cokpawenus: [IKM — npeaceparas kapanomuonatus, CLL — caxapHbiii anabet, CH — cepaeyHas HeloctaTouHOCTb, DI — dubpunnaums npeacepauil.

BECTHO, YTO BCe 3TU MPeauKTOPEl THO TakKe SIBIISTIOTCS
HEe3aBUCUMBIMH (DaKTOpaMU pUCcKa M OCHOBHBIMU IIPH-
ynHamu pa3sutusg [TKM. Crienys JIoruke, KITMHAYECKIE
pemenus o ropony HasHauyeHUS OAK tepanum npu OI1
KIMHULMCTHI IPUHUMAIOT He Ha OCHOBaHMU onieHKH PI1
KaK TaKOBOW (HAIpuMep, ¢ YIeTOM JaBHOCTU apUTMUM,
MexaHn3MoB PI1 — pe-eHTpU WK TPUTTEPHOTO, YACTOTHI
COKpAIICHUS TIpencepauii/KeTyI0uKOB BO BpeMsT apuT-
MWH, CyOCTpaT-3aBUCUMON MOP(OJIOTUH U T.1.), a CKO-
pee Ha OCHOBAaHUM COITYTCTBYIOIINX COCTOSTHUIT M 3200-
JIeBaHUI1, aCCOLIMMPOBAHHLIX B T.4. 1 ¢ [IKM.
[MonTBepXmeHMEM 3TOIf TUIIOTE3HI SIBJISIOTCST PE3YiIhb-
TaThl WCCIICAOBAaHUII, CBUACTCIHCTBYIOIINX OO OTCYT-
CTBUU a0COIOTHOM cuHxpoHu3anmy anu3onoB OI1 n ua-
cynbTa [21-25]. BeiBogbl aBTOpoB 0 ToM, uyTo ITKM sB1s1-
eTCS He3aBUCHUMBIM (PAKTOPOM pHCKa MO3TOBHIX TDOO,
MMPOTUBOPEYAT KIIACCUIECKOMY CIIEHAPUIO HapyIICHUS
MO3TOBOTO KPOBOOOpAIIIEHUs BCICACTBHE dMOOIMU3AINT
TpoMbaMM U3 yIka jieBoro mipencepnus (JIIT) B ya3Bu-
MOM TIEPHOIIE, COITYTCTBYIOIIEM 3TTU301y KapIHUOBEPCH.
Tak, B nccnenmoBanun ASSERT (olieHKa CBSI3M acHM-
rrroMHoit PIT 1 MHCYNIBTa y MAIMeHTOB ¢ UMITIAHTHPO-
BaHHBIMHU 3JIeKTpoKapaunoctumyisitopamu (DKC) Ha
OCHOBAHUH JeBaiiC-MOHUTOPUHTA TIPEACEPIHOTO PUTMA)
OBLIO BBLISIBIIEHO, UYTO coObITUS DI HabIIOMATNCH B TeUe-
Hue 30 gHe#l DO MHCYJAbTa TOJBKO y 8% maLMEHTOB,
ay 16% xeptB Mmo3roBbix TOO mapokcusmbl PIT pa3su-
BaJINCh YXe TTOCJie HapyIIeHUs MO3TOBOTO KpOBOOOpa-

A

IIpencepanas
KapAMOMHONATHS

Crapenne
(Bo3pact
0osee 75 ner)

Cepaeunas
HeJI0CTATOYHOCTh

CaxapHblit
auader
AprepuanbHas
rUnepTeH3ust

Knananuabie
3200JIeBaHNUS

Cocyaucrbie
00s1e3HH

DuoprLIAIIS

npeacepaui

Puc. 1. CxemaTuyeckoe npencraBfeHne OCHOBHbIX (AKTOPOB PUCKA WHCYIb-
Ta (pakTopbl pUcKa BKIIOYEHbI B OLEHOYHbIE Wikankl CHADS, n CHA,DS,-VASc
1 coBnagatoT ¢ pakropamm pucka v npuymHamm NMKM).

IIEHWsI, B TO BpeMsl KakK y 49% maimeHToB ¢ Liepedpalib-
HbIM TOO cyoknuandeckue snu3onsl OIT He Habm0Ma-
ymch [24, 25]. OTcyTcTBUE BpEMEHHBLIX B3aMMOCBS3E
Mexnay Bo3HuKHOBeHUeM DIT m nepedbpanbHbiMu TOO
TakKKe OBUIO TIPONEMOHCTPMPOBAHO B HCCIICIOBAaHUU
IMPACT (omeHKa prcKa MHCYJIBTa y TMAlIMEHTOB C MM-
miantupoBanHbiMu ICD/CRT-D ycrpoiictBamu) [26].
OmHM W3 BO3MOXHBIX OOBSICHEHUM 3TOro (peHOMeHa
SIBIITIOTCSI CTPYKTYPHBIC MEXaHU3MBI aTPUAITLHOTO PEMO-
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NeTMPOBAHUSI ¢ MHOTPOIHON W BHAOTEIMATbLHON IHC-
(GyHKLMEN TIpencepanii, MOBBIIAMIICH PUCK PAa3BUTHUS
nHcynbra maxe mpu orcyTcTBum PII. IMoaTBepkmeHmeM
npsmoii ¢cBga3u mexay [TKM 1 mosroBeiMu TOO ciykat
XOPOIIIO U3BECTHBIE 3a00JI€BaHNS C MPEUMYIIIECTBEHHBIM
MOpaxXeHUeM TNpencepanii — cepaeyHblii aMUJIOUI03
u 6ose3ns Padbpu, CBSI3aHHBIC C TTOBBIIMICHHBIM PUCKOM
TOO, BKirouass MHCYJIBT (HECMOTpS Ha COXpaHHOCTH
CHHYCOBOTO PUTMa 1 OTCYTCTBHE ITapokcu3MoB PIT), uTo
00YCJIOBJIEHO CEPbE3HBIMU HAPYILICHUSIMUA COKPATUTEIb-
HO¥ (pyHKUMY TIpeacepanii [27]. MyTtaliun B reHe JIeTKoit
ment Mmuo3uHa (MYL4) takke BeI3bIBaoT [TIKM ¢ TsKe-
JIOI COKpaTUTENbHON mucdyHKumeil mpeacepauii [7-9]
M BBICOKUM pHUCKOM pa3BuTus uHcynabTa [8]. TTKM
C ayTOCOMHO-PELECCUMBHBIM TUIIOM HacJielOBaHUS
XOpOIIIO M3y4YeHa y MAllMeHTOB C TOMO3UTOTHOWM MyTa-
mueit rena NPPA p.Argl50GIn, npuBondieit K CTpyK-
TYPHOMY TTOBPEXIECHUIO TIPEACEPAHOIO HATPUlypeThue-
ckoro Oenka (ANP) [28]. DeHOTUIT XapaKTepU3YeTCs
3HAYNUTEILHOUM OMIIpencepaHOI AmiaTanueil (MHOTIa I0
TUTAaHTCKAX Da3MepOB), HAIKEITyJOYKOBBIMU apUTMU-
SIMM C IPOTPECCUPYIONIEH TTOTEpE CUHYCOBOI U IIped-
CepIHON 2JEKTPUUYECKOW aKTMBHOCTU MPU CTAOWMJIbHO
HOPMAaJIbHOIT COKPATUTEIHbHONM (DYHKIIMHU JICBOTO KEIy-
nmouka (JI2K). TakuM mnamMeHTaM 4acTo TpedyeTcs
nmimantanusg DKC u mmTenbHAs aHTUKOATYIISTHTHAST
Tepamusl M3-3a BBICOKOro pucka TDO0. Jlumaramus
U CTPYKTYpHBIC M3MeHeHUs (hubpo3) Mpencepanii CBs-
3aHBI C TIOoTepeil aHTUTHUIEPTpOodHIecKoTo 3(ddekTa
npencepaHoro mmentuga ANP [28].

Wsyuenne nmoreHuuanbHbIXx mpuunH [1KM, nyuinee
MOHMMaHME TaToreHe3a M B3aMMOCBSI3€ei apuTMOTeHe3a
C aHATOMUEH, CTPYKTypoii M (YHKIUEH TIpencepauii
MOTYT OBITb YK€ CEerofHs1 BOCTPEOOBaHbI JISI TPOTHO3M-
pOBaHMST HEOIATONIPUSITHBIX UCXOMOB W I TIpoduiIak-
™MK MO3roBbiX TOO y manumentoB ¢ PII. g storo
HeoO0XoaMMO pa3paboTaTh KIMHUYECKHWE WHCTPYMEHTHI
JIJISI TPOBEIEeHNST HEOOXOAMMBIX CETOIHS MCCIeN0BaHUM,
KOTOpbIE B KOHEYHOM HWTOTE OMPEAEISIT MPaKTUYECKYIO
U TPOTHOCTUYECKYIO 1IeHHOCTh KoHuenuuu I[TKM.
IToucK KIIMHUYECKUX UHCTPYMEHTOB U TAKTUKU JICUEHUS
I1KM npexacrasiaeH gajaee Ha IMpUMepax IBYX KIMHUYE-
CKMX HabOmoneHmit: 1) ciydaii ceMeitHoi popmer [TIKM,
JIeTepMUHUPOBAHHON MyTauueit B reHe NPPA, BbI3bIBa-
folIei “IepBUYHBIN"” TeHETUYECKUIT 1e(PEKT B CTPYKTYpe
n GYHKINW TIpeAcepauii, W 2) ciiydail “BTOPUIHOTO”
peMoIeupoBaHus MpeAcepanii, acCOLMMPOBAHHOTO
C IJTATEbHBIM apUTMUYECKUM (haKTOPOM — CYMpPaBEHT-
pukynsapHoit (CB) taxumaputmueii, B T.4. ¢ @II, cBa3an-
Ho¥ ¢ myTanueii B rene SCN1B.

Kimnuueckoe nadmonenue 1

IMammenTka H., 1993 1.p., BriepBBIc 00paTMiIach K Kap-
nurojory B 2019t ¢ xkamob6amMu Ha TIPUCTYIIHI YIAIIEHHOTO
cepAleOMEHN W ONBIINIKY IIPU YCKOPEHHOM XOomboOe.
OOcnemoBanue cepamna OBLIO WHUIIMMPOBAHO BpadyoM-

TUHEKOJIOTOM B pe3yJIbTaTe KIIMHUYECKOTO TTOMCKa Hapy-
IIEHWA pelIPOMYKTUBHOM CUCTEMBbI TTAIIMCHTKU.

B pesynwrare anekrpokapauoormaeckoro (DKI') 06-
ciaenmoBanus (12 kaHampHas moBepxHocTHasT DKI') ObLH
3aperuCTPUPOBAHEI: CMHYCOBBIII PUTM C 9acCTOTOM cep-
nmeaHbIx cokpamenuii (YCC) 73 yu./mMuH 1 AB-010Kkamoit
1 ct. (maTepBan PQ 210 Mc), Tpr3HaKU JUIaTaIlN 000MX
TIpEICeparii ¢ MEKIIPEACepIHOM O10Kamoit 3 cT. (puc. 2 A),
TIOBOPOT 3JIEKTPUUYECKON OCHM cephama IPOTUB YacOBOIA
CTpeNKM BO (ppoHTambHON Tuiockoctn (qR B I m aVL),
MpU3HAKN HEIIOJTHONW OJIOKambl MpaBOM HOXKM ITydKa
Tuca.

IIpu sxoxkapmuorpacdmu (OxoKI) BBISIBICHBI MpH-
3HaKM BBIPAXXCHHOI OWIIpencepmHON muiatalum Oe3
CHIDKCHMSI CUCTOJIIMICCKOM (OYHKIMU KEITYIOIKOB:
nepenHe-3anHuil pasmep JII1 44/68 MM, MUHIEKCUPOBAH-
HBIT K 1oromanu mmoBepxHocty Tena (ITIIT) oovem JIIT
(mJII1O) 73,5 MI[/MZ; nepenHe-3aaIHuil pasMep MIpaBoro
npexncepous (I1IT) 47/68 mm, o6bem IIT 129 mit, uHaex-
cupoBaHHEI 00beM [1IT (uITI1O) 74 MI[/MZ; KOHEYHO-
mractoaudeckuii mmametp JI2K 42 MM, KOHEYHO-CHUCTO-
ymaecknit guametp JIK 31 MM, KOHEYHO-AMACTOJINYE-
ckuit ooveM JIZK (Simpson) 83 M, KOHEYHO-CHCTO-
nnyeckuit oovem JIXK 36 mui, ¢pakuus Beiopoca (PB)
JIK 56%, unmekc maccel muokapma JI2K 85,7 r/Mz,
MUTpaNbHas peryprutanust 1-2 cT.; dpakims n3MeHEHUS
moiaau npasoro xenynouka (I12K) 41%, TAPSE 14 MM,
TPUKYCITUIATbHAS PEerypruTanus 2 CT., 00beM W Tpamgu-
SHT TPUKYCIIMIAIBHON PErypruTalii, COOTBETCTBECHHO,
18 Ma 1 30 MM PT.CT.; JaBJICHWE B JIETOYHON apTepuu
cpenHee/cucronmaeckoe 32,5/50 MM pT.cT. Y mallMeHTKA
OoOHapyXeHbl TPU3HAKNA HE3HAUMTEIHLHOTO CHIDKCHUS
JIOKAJIHOIT COKPaTMMOCTH B 0a3aJbHBIX W CPEOHUX
nepenHe-neperoponouHbix cermenrax JI2K (GLS=-14,9%)
n auactoiamdeckas auchyHkus JI2K pecTpUKTHBHOTO
THIIA: CKOpocTh paHHero HamoiaHeHus JIXK (E) 0,87 m/c,
CKOPOCTb Io3aHero HamonxHeHus (A) — 0,29 m/c, coor-
Homenne E/A =3; BpeMs 3aMeIeHUsS] paHHETO JUACTO-
nmaeckoro HanmojgHeHust (DT) 105 Mc; cKopocTh paHHETO
INACTOJIMYECKOTO IBIDKCHHS (HUOPO3ZHOTO KOJIbIIAa
MuUTpairbHOrO KitamaHa (e') 12 cMm/c; cootHomenue E/e’
=7,25. 1ng aHaaM3a CUCTOJIMYECKOM (byHKIIUM TIpeacep-
OIWii C TIOMOINBIO TKAHEBOTO MeETOHA CIICKJI-TPEKUHT
(speckle-tracking) TIpoBemeHa KOJMYECTBCHHAS OLICHKA
CKOPOCTH TIPOMOJIbHON IehOopMaIlii M CUCTOJIMICCKOM
IWHAMWKU npencepnnii. [Tuk cucrommaeckoii medopma-
wun JIIT cocraBun 9,8% (nopma 53,1£12,0%), nuxkoBas
CKOPOCTh cucTommaeckoir aepopmanmu — 0,3 c-1 (wm
0,31/c) mpu pedepercHbx 3HaueHUsSX 1,7£0,3 c-1
(puc. 2 b, B).

[Mpu3Haku OUIIpeNCepaIHO KapIMOMETalMi BBISIB-
JieHBI TIpu R-rpacdhmm opraHoB rpymHoi kiretku (puc. 2 I).
BeIpakeHHOE pacImmpeHue Ipeacepauii ¢ HOpMaTbHBIMU
TOKAa3aTeIIIMIA TIIO0AIBHOM COKPATUTEIBHON (PYHKIINI
xkenynoukoB (PB JIXK 72%, ®B I12K 64%) Gbuiu 1om-
TBepKaeHbI pedynsraramu MPT cepaiia: uHIEKCHPOBaH-
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Puc. 2. PenpesenTatueHble dpparmeHtsl IKI, XM, npe- n noct-koHTpacTHoin MPT, R-rpaduyeckve npusHakv 6unpencepaHoi kapamomeranuun y npobanpa H. (knvHuue-
CKuiA cnyyan 1):

A) aHomanbHas 9K wmpokuii n ayxdasHblin 3ybeL, P ¢ npyu3HakaMmn MexnpeacepaHoi 6nokaasl v aunatauum 06oux npeacepanii, dparmextaums QRS, ncesno-py6Lo-
BbIii Q 3y6eL, B otBeaeHusx | v aVLl; B) oueHka JIM B pexume cnekn-tpekuHr IxoKr; B) npraHaky 3Ha4MTENbHOMO CHUXEHUS nuka cuctonndeckoi aedopmavium J (PALS,
peak atrial longitudinal strain 9,8%); I') peHTreHonornyeckve npuaHaky GunpeacepaHol kapanomeranv; i) MPT knHO-nocnenoBaTenbHOCTb B 4-X KAMEPHOM PeXVMe Mo
[NVHHO ocK B dasy No3aHeit AnacTonbl Npeacepamii ¢ npruaHakaMm BbIpaXeHHoM aunataummn obovx npeacepamii; E) npuaHakm 3afepkku KOHTpacTa B CBOOOAHbIX CTEH-
kax 060X AMnaTMPOBaHHbIX MPEACEPANI 1 B 061aCT MEXNPELCEPAHON Neperopoaku B oTcpodeHHyio ¢ady MPT ckaHupoBaHus (30Hbl Grbpo3a B Myokapae npeacep-
LniA ykasaHbl cTpenkamu); XK) yBennieHue nokasatens MHTerpanbHoi naoLaam TepM1HanbHo akTuBHoCTH P-BonHbl g0 0,168 MM*c (HeraTvBHas cocTaensiolas 3ybua P
B 0TBEAEHUM V1 BbIYUCASETCH YMHOXEHNEM AAMTENLHOCTY (C) 1 TYGUHBI (MM) OTPULATENBHOTO OTKIOHEHUS KOHEYHO dasbl P 3y6ua: [P =1,4 mmx0,12 ¢=0,168 Mm*c);
3) yBennyeHne NpoaoIXMTeNbHOCTM aHoMabHoro 3ybua P no 160 mc B otBeneHum llI; apyxdasHbie P-BonHbl B otBeaeHusx |, I, 1ll, aVL; gautensHocts 100 MC Mexay
LByMs nukamu 6udasHoii P-BonHel B 0TBeaeHum aVvl; W) wectvocesas cructema (otBeaeHue | — 0°, Il — +60°, aVF — +90°, aVR — -150°, aVL — -30°), npeacTasnsiowas
HOpPMasbHYI0 0Cb P-BonHbI (0-75°); aHomanbHas ocb P-onHbl Ha 3K npobaHaa pasHa +80° (onpenenieHa ¢ NoMOLLbI0 N3MEPEHUS MONMOXUTENbHbLIX U OTPULIATESNbHbIX
OTKJIOHEHWi 3y6ua P BO BCEX LLECTU OTBEAEHUSAX OT KOHEYHOCTEN C pacyeToM BEKTOPHOrO HanpaBieHVsi 31eKTPUYECKOR aKTUBHOCTY MO LECTUOCEBOW MOAENN);
K) dparmeHT XM ¢ 3nm3040M HEYCTOMYMBOM NPEACcEepAHON TaxvKapaymn 1 MOCTIKTOMUYECKUM YrHETEHMEM GYHKLIMN CHYCOBOTO Y3/a C BbiCKaslb3biBAOLLLMM/3aMeLLaro-
LLMM 3KTOMWUYECKMM NPEACEPLHBIM PUTMOM.

Cokpawenus: JIK — neBbliii xenyaouek, JIN — nesoe npeacepave, MM — npasoe npeacepame.
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Heie K IIIIT nmpomonbHO-TIonepeuyHble padMepbl JITT
3,8/3,4 cm/M° u TITT 4,0/3,5 cm/m° (puc. 2 [I). Tlpu
OlLICHKeE TIpe- 1 TTocT-KoHTpacTHOoU MPT cepmira mpu3Ha-
KOB OTE€Ka U KpUTepHeB 00JIe3HelT HAKOIIICHNS HE BBISIB-
JICHO, TKaHEBBIe XapaKTepHCTHMKA Muokapaa JIZK
n 2K — 06e3 oTKJIOHEeHUI OT HOPMHBI U 0€3 3aIep:KKU
IMapaMarHATHOTO TIpeliapaTta B MHOKapIe KEIyIOYKOB.
HaxomieHne KOHTPAacCTHOTO BemecTBa (IIpM3HAK
¢ubpo3a) oOHApPYKEHO B CTEHKAaX O0OMX IIpelcepmuid
(50% o6bema muokapna I1I1, 30% — JII1) u B Mexmpen-
CepIHOI1 TTIeperopoaKe B OTCPOUCHHYIO (Da3y CKaHUPOBa-
Hus (puc. 2 E).

I1pu cepuitHom Xontep-MoHutopuHre (XM) 3aperu-
crpupoBana CB askcTpacucronus (MHIEKC SKTOIHMU
9-17% B CyT.) — OMMHOYHAsI, [TApHasl ¥ IPYIIIIOBAsI C IOCT-
SKTOIMMYECKUM yTHEeTeHUEM (YHKIIMN CHHYCOBOTO y37Ia
U BBICKAJIb3BIBAIOIIMMU TIPEACEPIHBIMI/Y3TOBBIMU CO-
kpameHusmu/putMamu (puc. 3 K); cpemnecyroanas YCC
He mpeBblaga 65-67 ya./MuH, HaOIIOOAIUCH SITU30/IbI
nHTepMUTTHpYIomeit AB-01okanbr 1 ct. (PQ 210-270 mc)
W TPAaH3UTOPHBIC N3MEHEHNSI KOHEYHOM YaCTH XKEIyI0d-
KOBOTO KoMmIieKca (mempeccust cermeHnta ST-T), Bepo-
SITHO, BCJICACTBHE OOBEMHOIT TIeperpy3ku. [umoriacTu-
YeCKMX M APYTUX aHOMallMii KOpOHApHOTo pycia (I10
IaHHBIM R-ceneKTnBHOM aHrnorpaduin) He 00HAPYKEHO.

TakuM 06pa3oM, y MallMeHTKN BBISBICHBI TTPU3HAKHI
BBIPAXXCHHOTO CTPYKTYPHOTO PEMONEIMPOBAHMS IIPEmI-
cepnuii (3HaUMTeNbHAST mutatanus u ¢uopos JII, I1IT),
SJIEKTpOMEXaHNIecKasl aTpraibHass TUCHYHKIINS ¢ CUH-
npomoM baiteca [29] (MexmpencepmHas Oiiokama 3 CT.
W CYNpPaBeHTPUKYISIPHASI apUTMUsS): IIUTECIbHOCTH P
3ybua coctaBuia 160 mc (Hopma g0 120 mc); aByxdasHast
BoJIHa P, Bu3yanmsupyeMast BO BCeX OTBEICHUSIX, C MaK-
CUMAaJIbHOM IUTEIbHOCTRIO 100 MC MeXXmy IByMs TTHKa-
M P B orBemenmu aVL (puc. 2 3); IIUTETHbHOCTH KO-
HEYHOli oTpuuaTeabHoll (a3bl 3ybua P B oTBeneHuu
V1 cocrtaBuma 120 mc (0,12 ¢), ammauryga — -1,4 M,
WHTEeTpajbHasg IUIOMIAOb TEPMUHAJBHONM aKTUBHOCTU
P-Bomabr — 0,168 MM*c: HeratuBHas cocrasisiomas P
sy6ua [P\, =1,4 MmMX0,12 ¢=0,168 mm*c (puc. 2 X), 10
3HAYUTEIFHOE OTKIIOHEHHNE OT HOPMBI, CBUICTEIbCTBYIO-
mee o muaraumu JIIT; B HOpMe 3HaUeHMe MHTETPAIBHOM
IUIoIaay HeratuBHoro P 3y6ria He mpesbimaet 0,04 mv*c).
DnekTpruyeckas och 3yoma P cocraBmra +80° mo oreHKe
B IIICCTUOCEBOIT Momenu, IPEANCTaBICHHOII Ha PUCYH-
ke 2 U, B HOpMe yron ocu P Bapeupyet ot 0° 1o 75°.

B mrasMe KpoBU MallMeHTKN OOHAPYKEHO ITOBHIIIIC-
HHE YPOBHS OMOMapKepa MHOKapIMaJIbHOTO cTpecca —
NT-proBNP (N-TepMuHaIBbHBIIT MO3rOBOII HATpUType-
THYECKUI mporenTtun) 1o 326 nr/mia (Hopma — 5-125
IIT/MJI) W CHIDKCHUE YPOBHS IIPEACEpOHOTO HATPHUii-
ypetuyeckoro mnpornentuaa (proANP) — 0,67 HMOIb/MI
(HOpMa — 1,1-2,0 HMOJIB/MIT).

C ygeToM HaJIW4US Y TMAIIUCHTKHU 3JIEKTPOMEXaHUIC-
CKOM MUC(YHKIINY 3HAYUTEIBHO IMIATUPOBAHHBIX TIPEI-
cepmuit ¢ ipuszHakamu [1KM (mudbdepeHIManbHBIA ara-

THO3 — PECTPUKTUBHASI KAPIMOMUOIIATHSI) W OTSITOIICH-
HOII HACJIEeACTBEHHOCTH (PEUMINBUPYIOIINE MO3TOBBIC
THO y matepu ¢ 45-1eTHEeTr0 Bo3pacTa U IpaMaTUdecKoe
passutue CH ¢ ®IT u paTaabHBIM WHCYJIBTOM B BO3pacTe
49 7et), mMpoBedeH CeMENWHBIM KacKamHBIA CKPUHWHT
¥ TCHETUYECKOE TECTUPOBAHNE.

lenorunupoBanue podanna H. (I1:1) u mocTymHbIx
IUIST 0OCICIOBAHUS WICHOB CEMBH ITPOBEICHO B COOTBET-
CTBHU C TIOJIOXKCHUSIMH XeJTbCUHCKOM TeKIapalni; y Ima-
LUEHTOB IIOJIyUeHO IHMCHBMEHHOE WH(GOPMHPOBAHHOE
comracre Ha IIPOBEICHUE MOJICKYISIPHO-TCHETHUECKOTO
WCCIICIOBAaHMS 1 pa3pellcHNe Ha aHOHNMHYIO ITyOJIKa-
U0 pe3ylbTaToB. B pesynbrate cekBeHMpoBaHusa 174
reHoB TapreTHo# manenan (NGS) y manueHTkr H. BBISIB-
JIeHBI (M TTONTBEPsKIACHBI IIPSIMBIM MeTomoM CaHrepa) 1Ba
BapraHTa HEW3BECTHON KIMHWYECKOM 3HAYMMOCTHU: C.
G448A (rs762850913) Bo 2-0M 5K30HE TeHa TeJCTOHWHA
(TCAP) n c.G455A (1s755829943) B 3-em 2K30HE TeHa
TpeIcepaHOTo HaTpuitypetmdeckoro mentuma (NPPA).
OOHapyXeHO HOCUTEIIBCTBO MACHTUYHON MyTalluA B Te-
He NPPA ¢ noxoxuM (peHOTUIIOM OUTIpeICcCepIHOM quita-
Talluu W CHHIpoMoM baiieca y cBogHOro (1o maTepm)
OpaTa ImpoOaHIa — ITOJIOXKXHUTEIBHBIN pe3yIbTaT FeHOTUII-
denorun cerperaumm. XapakrepHole DKI, OxoKI' u MPT
npuszHaku [IKM y Gpara nmpoOaHpga IipencTaBjleHbl Ha
pucyHke 3. [eHeamormueckoe IpeBO, Pe3yJIBTaThl CEKBE-
HUpOBaHUS (PparMeHTOB 2-To 3K30Ha reHa TCAP, 3-to
5k30Ha NPPA y uneHOB ceMbHu IIpoOaHAa M KJIMHUYE-
ckuit quarHo3 B kinaccudukanun MOGE(S) npencras-
JIeHBI Ha pucyHKe 3 E.

I'en NPPA xomupyeT CUHTE3 NPEACEePIHOr0 HATpUii-
ypetuueckoro nentuaa (ANP), KoTopblilt UTpaeT Kitoue-
BYIO pOJIb B TOmACPXKAHWU TOMEOCTa3a IOCPEICTBOM
PEryIISIINy MEXaHM3MOB HaTpuitypesa, Iuype3a U Bazo-
MUJIATAlNI;, HApSOy C peTyIsueil BHYTPUCOCYIUCTOTO
o0beMa KpOBM M TOHYCA COCYIOB, IPMHUMAET yJacTHe
B MomupuKanuy (PyHKIN MOHHBIX KaHAJIOB 1 CITIOCO0-
CTBYET IPEIOTBPAIICHIIO SJICKTPUICCKOTO PEMOICINPO-
BaHMS TIpencepauii (3a cUeT YBEIMICHHSI CKOPOCTH BHY-
TPUTIPEICECPIHON TPOBOINMMOCTHI M COKpAIeHNS 3P heK-
THBHOTO pedpakrepHoro neprona I1IT) [28]. ANP takxke
MPUHUMAET yJ4acTHe B MEXaHMU3Max Pa3BUTHS M HACTYII-
JIeHNST OepeMEeHHOCTH, CITOCOOCTBYSI MHBa3uU TPodoo-
JlacTa W PEMONCIMPOBAHWI0O MATOYHOM CITMPaJbHOMU
aprepuu. Myraunu B reHe NPPA, ipuBoAsIve K CHIKe -
HUIO TUpKyJIupytoero ypoBHsa ANP, BeI3bIBalOT Hapy-
IIeHWEe BCEX 3THUX MEXaHM3MOB. B mcciemoBaHMSIX Ha
MOZEIISIX in Vivo (MBIIIM C HOKAYTOM T¢€HOB), IUTUTEILHOE
BO37ciicTBIE HU3KOTO YPOBHSI ANP mpuBoIMiIo K moBpe-
XKICHUIO MMOIIMTOB C pa3BUTHEM OOIMMPHBIX 30H
(pubpo3a n 3HAYNTETbHOI AuIaTanuy npeacepnuii [30].

B nipencraBienHom ciyuae y ipo6anaa H. Habmona-
JINCh TsiKelble mposiBeHus mytauuu NPPA — xapnuo-
MUOIIATHUSI TIPeACepauii C BhIpaKeHHON auaTalueil u oua-
TpuadbHBEIM ubpo3om, CB aputMueii 1 penponyKTHB-
HO#t mucdyHKIMe (IIpU OTCYTCTBUM aHATOMMYECKUX,

150



KITMHMYECKOE HABJIIOAEHNE

(VT |
[vz |

[va |

[v5 |

|6 |

NPPA: exon3:c.G455A:p.X152X
terminator_codon_variant

M- c¢c B © ¢ c - c B c B e
Ac ¢ A Als ¢ ¢ c B f 5 ¢ c c §F
MG C KRG C € € ¢ ¢ B C C C I
ANe € RURNIE © € € & & ¥O8 © e T 7

280 300
T " o W & oW & ® W & © W oW W
A ¢ € A X209 e CcCc e 8T B C e T I

290

¥ " ® ¥ N ®F ®E ®E'ER O 8 N N N N N N
A G € A A 0 2 & € kK 6 TS E & T T

ELT
"
ol

é_

TCAP: exon2:c.G448A:p.G150S

s TEiEaE: TS s FaEec & € A A & & €& €& & T & & ¢ ¢ 1
B EES: EEaec B BEEc  §
P T NT £ 7 7T EEEEES I A C T
BEh SSUEESEISET ENSERSe SN0 EENENNCc W
e o
» s '8 mmnwwess s
a

A T -1

!

................ YneHb!
ﬁ ceMbM

thy ol
e o
==

%

Knaccudmkauma MOGE(S)

-1 f \
\ -1 Mac+rem 0H+GGADEG-NPPA[(:.G455A}+ TCAP[C.GMSA]SIII

160 170
"W ow owE oW omowm R
H =
\

; 1Y e -2 Mac+HTOHGADE 6.npPAfC. 645547 S
f\
2 ||\

IX[\ M[\[ \ﬂl\mml i -1 M,O,G\E, S,

Puc. 3. PenpeseHTatvsHble dparmenTsl IKI, OxoKI u MPT obcnenosaHus poacTeeHHrka npobaHaa H., popocnosHas cembm H., pesynbtathl CEKBEHUPOBaHUS FEHOB
NPPA, TCAP v knHu4eckue amarHo3sl B knaccudukauum MOGE(S):

A) 12 kaHanbHas SKI 6pata npobaHaa H. ¢ paclumperHbiM 1 aByxdasHbiM 3y6uom P B oteeaerusx Il, Ill, aVF; B) npuaHaky npenmmylectBeHHon aunataumm JIM no gaHHbIM
OxoKT; B) ouerka JIM B pexume cnekn-TpeknHr IxoKI™: nmpr3Haky He3HauMTENbHOTO CHUXXEHUS Muka cuctonuyeckon aedopmaumn SN (peak atrial longitudinal strain
22,4%); T) MPT kMHO-nocnefoBaTeNbHOCTb B 4-KaMEPHOM PEXMME MO ANMHHOM ocv B $hasy No3aHel AMacTonbl NPpeacepanii ¢ npusHakamu BbipaxeHHon aunatauum JM;
) nocTkoHTpacTHoe T1-B3BeweHHoe MPT n3obpaxeHune B ABYXKaMEPHOI NPOEKLMM NO KOPOTKO OCK AEMOHCTPUPYET HopMasbHble padmepbl nonocTy JIK n MX 6e3
NPU3HAKOB OTCPOYEHHOTO HAKOMMIEHMS KOHTPACTa ¥ NpU3Haku runepTpadekynsapHocTn JIXK (6e3 kputepreB HekoMNakTHOCTV Mrokapaa) y 6pata npodaHaa H.; E) reqea-
JI0rnyeckoe IpeBo cembit H., peaynbTtaThl cekBeHnpoBaHns reHoB NPPA 1 TCAP y 4neHOB cemby 1 KNMHMYeckue avarHossl no knaccudukaumm MOGE(S).
Cokpawenusi: JK — neBblit xenynouyek, JINM — nesoe npeacepave, MM — npasoe npeacepame.
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TOPMOHAIBHBIX, MMMYHOJIOTHYECKNX, SHIOKPUHHBIX
u ap. npuanH). C y9eTOM TeHeTUYeCKOTo cTaTyca, Hu3-
KOI CHUCTONMYECKON (PYHKIUU 3HAYUTEIBHO AUIATUPO-
BaHHBIX TIPEACEPINIA, SHIOTEINATLHON aTpUATLHON THC-
GYHKIIMM ¢ TIPOTPOMOOTHMYCCKUMU W3MECHECHUSIMU
(TroBBIIIEHNEe YpOBHA (hakTopa BuiureOpanma) m Hapa-
crajomnx mnpusHakoB CH (erkast cokpaTuTelbHast
W BEIpakeHHas1 guactoinmuyeckKas nuchynkums JI2K,
CHA,DS,-VASc — 2 6ayta) maumenTtke HasHauman OAK
BMecTe ¢ 0a30Boii Tepanmeit CH.

Kimnuueckoe nadmonenue 2

IMauuent C., Mmyx., 1965 r.p., 6e3 conyrcrBytommx Al
NUBC, CII u oxupeHus, 6e3 aHaMHe3a BPEIHBIX TTPUBBI-
yek. C Bo3pacra 30 et y mmanpeHTa HabII0IaInuCh aCUM-
nroMHble CB aputMum (yMepeHHasl CMHycOBasI Opamm-
Kapousl ¢ BBICKATB3BIBAIOIINMHY TIPEACEPIHBIMUA U Y3J10-
BeIMU puTMamu, CB 3KcTpacucTommsI) u mposiarc MUT-
panmbHOTO KiamaHa 2 ¢T. CUMIITOMHBIE apUTMUU B BUIIE
mapokcu3ManpHoit DI mosBUIMCH B BO3pacte 53 JeT,
n B 20191 mamyeHT oOpaTwics 3a METUIIMHCKOM IT0-
moubio B PHITLK c¢ sxamobamu Ha ObICTpO pa3BUBalO-
IIYIOCST PE3UCTEHTHOCTh K CTpaTeTMM “‘TablleTKa B Kap-
MaHe” ¢ TIpUMEHEHHUEM aHTHApUTMUUYCCKUX IIperrapa-
ToB 1C Kitacca M K MapeHTepaTbHBIM ITPOTUBOAPUTMIYIC-
CKUM TIperiapaTtaM ¢ HeOOXOOMMOCTEIO B IIOBTOPHBIX 3JICK-
TpUIeCKUX KapauoBepcusix. [Ipu obciemoBaHNM y Tal-
eHTa BHepBEIe (B Bo3pacTe 54 JieT) BBISBICHBI ITPU3HAKU
mnatanym JIIT ¢ HapylmeHMeM aTpualbHONM CHCTOITJC-
CKOW OMHAMUKU U dJekTpuueckue (cuHiapom baiieca)
kputepun pemonenuposanust JII, xapakrepusie mist [IKM.

Ha DKI npu nocTymnieHUn 3apeTucTpUupoBaH CUHY-
coBbii put™ ¢ YCC 82 yu./mMuH, AB-6710Kanma 1 ct. (MH-
tepBast PQ 240 mc), npusHaku mwratanuu JIIT ¢ Mex-
mpencepaHoil 6yokamoir 3 cT. (puc. 4 A) W IJIUTENb-
HoCThIO IByx(a3Hoi BoinHbl P B orBemenumsix I, 11, III,
aVF >195 Mc, OTKJIIOHEHME BJIEBO JIEKTpUUICCKOit ocu P
(yron — -33°), P-HeraTUBHEBIN MHTETPAJI B OTBeneHUH V1
cocraBmn 0,144 mm*c (amrmtyma P oTpuiiateabHOTO
OTKIIOHeHUST — -1,2 MM, mmTenbHOCTh — 0,11 ¢).

IIpu cepuitHom XM BwIsIBJIeHBI 3130061 AB-0710-
Kamel | CT. W TPaH3UTOPHOU OJIOKAIBI IIPAaBOIl HOXKU
myuyka [wca, sIM300bI YCTOMYMBOIO W HEYCTOMYMBOTO
y3JI0BOTO pUTMa Ha (DOHE YMEpPEHHOM XPOHOTPOITHOM
INCOYHKIINM CHUHYCOBOTO Yy3JIa, 3aperucTpupoBaHa
MHOTO(MOKYCHAsI TIpeacepaHass SKToNHMYecKas aKTUB-
HOCTh (MHIOEKC 3KTomuu a0 30-45% B CyT.) — OQMHOY-
HBIE, TapHBIe 1 TpynIoBeie CB 3KCTpacrCcTONBI ¢ 3130~
IaMu TIpeAcepaHoi Taxukapanu ['anaBapauHa-XodmaHa
(puc. 4 B) u HeycroitunBbic mapokcusmel DI (puc. 4 B).

ITo marnuabIM DX0KI BEISIBICHBI TpU3HAKN 3HAUNTEITb-
Hoit mumaramuu JIIT (puc. 4 I'): mepenHe-3amHMIA pa3Mep
JIIT 50/55 mm, wJITIO (x III1T) 57 MJ'[/MZ; TepeaHe-3a-
Huii pasmep I1I1 40/47 mm, ulll1O 28 MJ'[/Mz; KOHEUHO-
nuactoanueckuii muameTp JIZK 58 MM, KOHEUHO-CHCTO-
muueckuit nuametp JIZK 39 MM, KOHEYHO-AMacTOIMde-

ckuii 06beM JI2K (Simpson) 156 M1, KOHEYHO-CUCTOJIM -
yeckuii oobem JIK 70 M, nHaekcupoBaHHbiil K TTTIT
ooweM JIK 91 MJ'[/MZ, WHIEKC Macchl Muokapaa JI2K 98,3
F/Mz, IIPOJIATIC MUTPAILHOIO KjammaHa 2 cT. (A2 =8 MM,
A3 =7 MM, P2 =6 mm, P3 =7 MM) ¢ MUTpaJIbHOI peryp-
rutanueit 2-3 cr.; ppaknug usMmeHenus roromann oK
47%, TAPSE 22 MM, TpuKychualbHasi perypruTaius
1 cT.; maBJIcHME B JICTOYHON apTepHu CpeaHee/CUCTONN-
geckoe 17/25 MM PT.CT.; HapyIIeHUI JTOKAJIBHON U TJIO-
0aTbHOII COKPAaTMMOCTHM MHUOKapaa XeTymZodKoB He
BoisiBiieHo (GLS — -17,6%, ®B JIXK 56%), npusHaku
yMepeHHOM auactoandeckoit mucynkumu JIK: E —
0,64 m/c, A — 0,29 m/c, cootHomenne E/A =2,21; DT —
231 mc; e' — 16 cm/c; cootnomenue E/e’ =4. [1pu Koju-
YeCTBEHHOIT OIICHKE TIPOIOIBLHOM Ae(opMallii 1 CUCTO-
JIMYECKOI TUHAMUKM TIPEACEPINA B pexKUMe CITCKI-Tpe-
kuHT (puc. 4 T, 1, E, 2K) BEISIBIICHO CHIDKEHUE COKPATH-
TenbHOM (yHkuuM JIII: muk cucTonmueckoil TKaHEBOI
nedopmarvu JIIT cocrasun 11% (Hopma 53,1+12,0%),
MUKOBas CKOPOCTh CHUCTOJIWYECKON medopManmyd —
0,7c'l (8 HOpME 1,7%0,3 c'l, v 1/c).

B pesynsrate MPT uccnenoBaHusl BHISIBICHO pacCIlIM-
peHHMe IIOJOCTU TIpeAcepauii, IpemmymectBeHHO JIIT
(puc. 4 3, N): uanexkcupoanasle K [T mpomonbHO-
TOTIEPEUHbIE PasMephI JIIT 3,7/3,5 CM/M2 u I1IT 3,4/2,9
cM/M . HaxormieHrss KOHTpacTHOTO BEIIeCTBa B OTCPO-
YeHHYIO (ha3y CKaHMPOBAHMS B KEIYIOYKAX M TIpencep-
IUSIX HE OOHAapyKeHO, TKAHEBBIC XapaKTePUCTUKUA MHO-
Kappa, JOKaJIbHas 1 IJI00aTbHast COKPATUMOCTD JKEITyd0q-
koB (DB JIXK 58%, ®B 12K 69%) 6bu1 B HOpME.

Ilo manHbM R-cenekTuBHOI aHTHorpadun arepockiie-
POTUYECKOTO TIOPaskKeHHMSI KOPOHAPHOTO Pyciia M TUITOILIa-
3WH apTepUii IIPaBOTO BEHEYHOTO OacceifHa He OOHapyKeHO.

C yyeToM HU3KOI 3P (HEKTUBHOCTH HEMHBA3UBHBIX
BMEIIATEIBCTB IO KOHTPOJIO PUTMA M HATWYUS CTPYK-
TYPHBIX 1 3JIEKTPOMEXaHM4IeCKUX ITpr3HakoB [TKM, mpn
BBIOOpE TAaKTWKU JICUCHUS IJIST TMAlleHTa OBLI PACCMOT-
PEH METOI SHIOKAPIUAJIBbHOI pagrodyacTOTHOM abalmy
(PYA) yctheB nerounbix BeH. Ilepen mpoemeHueM PUA
ObLTa BRITIOJHEHA UpecnuieBonHas DxoKI: mpusHakoB
Hanmuuust TpoM0O0B B yike JIIT He oOHapyXeHO, HO OTMe-
YaJIoch BBIpakeHHOE (3 CT.) CITIOHTAHHOE KOHTPACTUPO-
BaHme; ToIomanp ymka JIIT cocrtaBuna 7,8 CM2, TMUKOBast
ckopocTh KpoBoToKa — 0,47 M/c. KOHTpOIh 9acCTOTHI
W pUTMa IIOCJIC TIPOBEICHUS YCICIIHOW WHBA3MBHOM
TPOIEAypPhl OBLI JTOCTUTHYT Ha3HAUYCHUEM TIpoduMiIak-
TUYECKOM O3Bl Oera-OokaTopa. C y4eTOM IITKaJIbI
CHA,DS,-VASc (2 6amna) n noseinreHus (akropa Bu-
JmebpaHga, HAIWIMWS B aHAMHeE3¢ BapUKO3HOM O0OJIe3HU
¥ PEIUIUBUPYIOMINX BeHO3HBIX TOO HIDKHNX KOHCTHO-
CTel, TIAIIMCHTY TIPOBEIeHA SHIOBEHO3HAS JIa3epHasl Koa-
TYJISILUSL BETBEU OOJBIION MOAKOXHONW BEHBI U Ha3Ha-
yeHa npodmirakruyeckasg OAK tepamnms.

B cBs13u ¢ HanmMuMeM y TamueHTa ceMeifHoit (popMBI
[MIKM ¢ apuTMHYeCKHM CHUHAIPOMOM (OTSTOIICHHAS
HaCJIEACTBEHHOCTh IT0 MaTePUHCKOM JTUHUNA — CUHIPOM
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Puc. 4. PenpeseHTatueHble dparmeHTsl IKI 1 XM ¢ npusHakamu cuHapoma Baiteca, xapaktepHblie ans NMKM ocoberHocTr 9xoKI u MPT y npo6anza C. (KnuHu4eckmia
cnyyaii 2): A) 12 kaHanbHasa 9KI™ ¢ paclupeHHbiM 1 aByxdasHbiM 3ybuom P B otBegerusix |, I, 1Il, aVF; ¢ yBennyeHHbIM nokasaTenem HTerpanbHol nnowanm TepMuHab-
HOW aKTMBHOCTM P-BONHbI B 0TBeaeHUn V1 1o 0,144 MM*C (MHTerpan oTpuuaTensHoro OTKIOHEHNS KOHEYHOM dassl 3ybua P B V1: [P =1,2 mmx0,11 ¢=0,144 mm*c); B) dpar-
MeHT XM ¢ HenpepbiBHO-PeLMANBUPYIOLLEN NpeacepaHol Taxvkapamneit; B) dparment XM ¢ napokcuamom OI1; (I, A, E, X) npusHaku npenmyLLecTBeHHoM aunatauum JIN
CO CHUXEHMEM CUCTONMYECKOrO Nka NPoAo/bHOM aedopmaumm cBoboaHon cteHku JIM B pexxume cnekn-TpekuHr 9xoKr; 3) MPT knHo-nocnenoBaTenbHOCTI Mo AJIMHHOM
ocK B 4-kaMepHOM pexvme B dasax Mo3aHeN CUCTOMbI MPeacepanii n B dase anactonsl npeacepamii (M) ¢ npruaHakamu aunataumm JN.

CokpaweHnue: JIM — nesoe npeacepape.

cuHycoBoro y3na ¢ uMmrutanTanueit DKC, ®I1, nuraTa- I'eHotunuposanue npodanga C. (II:1) u nocTynmHbIX
st 1 qucyHkums JITT, aput™Mun u haTaabHBII MHCYIBT  UIST 00CIIeNOBAaHUS YJICHOB CEMbBU IMIPOBEICHO B COOTBET-
y 0a0ymku B Bo3pacte 50 JieT), mMpoBeAeH CEeMEWHBIA CTBUU C IMOJOXECHUSIMU XeJTbCMHCKON JeKJIapalyu; y Ta-
KacKagHBIM CKPMHUHT M TEHETHMYECKOE TeCTMPOBAaHWE. IMEHTOB IOJYICHO IMMChMEHHOE MHMOPMUPOBAHHOE CO-
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Ta6nuua 3
CpaBHuTenbHas xapakrepuctuka napameTtpos IxoKT,
OKT 1 nabopartopHbix 6uoMapkepoB y naumeHToB ¢ KM I u Il Tvna no knaccudukaumm EHRAS
Mokazatenb MpobaHg H.  PoxctBeHHuk  [MpobaHg, C.
(ret NPPA)  (reH NPPA) (SCN1B reH)
Junactonnyeckvie xoKI napameTpbl TPAHCMUTPANBLHON FreMOANHAMUKNA
M1k MUTpanbHOro notoka E, CkopocTb TPAHCMUTPALHOTO NOTOKA B dady GbICTPOro HaNoMHEeHNs, M/C 0,87 0,72 0,64
MK MUTPanbHOro NoToka A, CKOPOCTb TPAHCMUTPABLHOMO NOTOKA B CUCTONY NMPeACepauii, M/C 0,29 0,37 0,24
CooTHolueHue E/A, en. (Hopma <2) 3 1,95 2,21
Bpems 3amenneHus MuTpanbHoi BosHbI DT, Mc 105 146 231
CKOpOCTb [ABUXEHMS HUOPO3HOMO KOJIbLia MUTPANIbHOMO KNanaHa B 061acTi Neperopoaku e’sem, cm/c (Hopma <7 cm/c) 12 9 16
CKOpPOCTb BVKEHNS HMOPO3HOIO KOMbLIa MUTPAIbHOrO KnanaHa B 06,1acTv 6OKOBOI CTEHKN €', CM/C (Hopma <10 cm/c) 14 9 20
CooTHoLLeHVe E/e’ — OTHOLLEHME MMKOBOrO 3HA4EHVst MUTPabHOro NoToka E Kk cpenHemy 3Ha4eHuio CKopocTeit 6,7 8 4
[OBUXEHVS MATPa/IbHOTO KylanaHa B CenTasbHbIX 1 GOKOBbIX 00nacTsX, ed. (Hopma E/e’ <14)
MHpekc o6bema JIM no oTHoweHuio k MT, Mn/M2 (Hopma wMO <34 MJ'I/MQ) 73,5 44 57
MHpeke o6bema MM no otHoweHuio k MT, Mn/M2 (Hopma ulMro <34 MH/MZ) 74 32 28
OxoKI™ nokasarenu cokpatutenbHoi dyHkumm JX v JIM (npoponbHas aedopmauws JIX n JIMN B pexvime cnekn-TpekuHr)
MpononbHas aedopmaums JIX (GLS, global longitudinal strain), -% (Hopma -21,5+2,1%) -14,9 -17.2 -18,1
MakcumanbHas ckopocTb gedopmauum JM, ¢-1 unm 1/c (Hopma 1,7+0,3 c-1) 0,2 0,9 0,5
Muk cuctonnyeckoi aedopmauum JM, % (Hopma 53+12%) 9,8 224 10,1
SKT npusHakv gunataumv JIMN v mexnpencepaHoii 6nokabl (cuhapom baiteca)
MHTepsan PQ, mc 210 180 240
LnutenbHoCTb ABYXdas3Hol P-BOSHbI, MC 180 135 195
Ocb P-BonHbI, rpag,. (Hopma 0-75°) 80 -30 -33
MHTerpan otpuuaTenbHoro oTknoHeHust P-BonHbl B oTBesieHumn V1, mm*c (Hopma <0,04 mm*c) 0,158 0,088 0,144
Bromapkepbl M1oKapAnanbHOro CTPECCa U SHAOTENMANBHON ANCHYHKLIMN
NT-proBNP, nr/mn (Hopma <125 nr/mn ) 326 107 115
proANP, Hmonb/mn (Hopma 1,1-2,0 HMonb/Mn) 0,67 0,84 888
@aktop Bunnebpaxaa, ME/nn (50-150 ME/nn) 165 - 179
Puck no wkane CHA,DS,-VASc, 6ann 2 0 2

Cokpauwenus: uJ1NO — nuaekc obbema nesoro npeacepaus, UMMO — nuaekc obbema npasoro npeacepausi, JXK — nesbiit xenynouek, JIM — nesoe npeacepave, MM —
npaBoe npeacepame, NMNT — nnowaab nosepxHocTn Tena, KN — anekTpokapavorpamma, OxoKI — axokapamorpadus.

Jlaciue Ha IIPOBENCHUE MOJIEKYISIPHO-TEHETHIECKOTO
HCCIICIOBAHMS M pa3pellcHre Ha aHOHMMHYIO ITyOJIrKa-
IO pe3yJlbTaToB. B pesynbrate cekBeHMpoBaHUs 174
reHoB TapreTHoit maHean (NGS) y mammenTa C. BBISIBIICH
u BepudmmposaH BapuaHT ¢.C35A (p.A12E, NM_001037)
B ITepBoM 2K30He reHa SCN1B. UneHTnuHast MyTaIus BbI-
sBJIeHa y Matepu Tipobanma. Ien SCN 1B xomupyet cyobe-
IUHUILLY OeTa- 1 HaTpreBOTo KaHajla, MyTallild B 3TOM T'eHe
acCOLIMMPOBAHBI C HAPYIICHUSIMU CEPICYHOTO pPUTMa
(®PIT) 1 IPOBOOIUMOCTH, KOTOPBIC HAOTIOMATINCH B CEMbE
mpobaxma C.

TakuM 00pa3oM, B KIMHUYECCKOM TIpaKTHKe KpaitHe
BaXXHO YYUTHIBAaTh BO3MOXHBIC 3THUOJOTUYECKUE (haK-
topel [1KM, nockonbKy npuunHbel [IKM Moryt umeTtb
YeTKUE TMAarHOCTUICCKIE, IIPOTHOCTUYECKIE M TePaIieB-
THYECKME TOCIeACTBUs. Hampumep, MyTramum B reHax
MYL4 n NPPA nipuBondar X crienupumyeckoir [TKM —
OBICTPO TIPOTPECCUPYIOIIEH, C XPOHO-, IPOMO- U MHO-
TPOITHOI TUCHYHKITEH TIpencepauii, C BRICOKUM PUCKOM
pasButug ®I1, Mmo3roBeix TDO u MOTPEOHOCTHIO B TEpa-
i OAK wmm mmmuianranum DKC [6-9, 28].

CpaBHUTEIbHAS XapaKTePUCTUKA 3JIeKTpOMEXaHWUe-
CKOM TUC(YHKILMU TIPpEeACcepAnii, MapaMeTpOB IUACTOI-
4yeckoil U cokpatutenbHoil yHkiuu JI2K, nadopatop-
HBIX OMOMapKepoOB y WieHOB ceMbu npodanga H. ¢ [IKM
kiacca III EHRAS (rocutenn NPPA MyTanin) U Talu-
eHTa ¢ [1KM xiracca I EHRAS (nocurens SCNBI myta-
W) TIpENCTABIEHBI B TaOIMIIE 3.

OCHOBHBIC KJIMHHKO-TIPOTHOCTUYECKHE (HaKTOPHI
IIKM B mpencraBieHHBIX KJIMHUYECKUX HaOIIOOCHUSIX
(Tabm. 3) 0OyCIIOBIIEHBI CTEIICHBIO BHIPAXKCHHOCTH MeXa-
HUYECKOU U SJIEKTPUYECKON MUCHYHKIIMU MPEaCepanii,
UX CTPYKTYpPHOIi TiepecTpoiikoii (¢hudpo3s), mpokoarymisi-
LIMOHHBIM CTaTyCOM WM IIPEACEPAHON SHAOTEIUATBbHOMN
nucynkuuein. Tak, Gonee Tsokenwlit dpeHorun I[TKM
¢ paHHeit MaHMdecTanmeil 3a0oeBaHUS HAOIIOMAJICS
B 1-M ciydae (tipobanm H.) ¢ mepBUYHBIM peMOIEInpo-
BaHMEM TIpEICepInii, 00yCIOBIIEHHBIM MyTanyeit B NPPA.
B xauecTBe HEMHBA3MBHOTO KIIMHNYECKOTO MHCTPYMEHTA
g oueHk [TKM ucnonp3zoBanuce: DxoKI ¢ anannzom
dyaxuvm JITT (onpenenenne E/e’, mHmekcupoBaHHAas OIICH-
Ka 00BEMOB TIPEICEPONii, OLICHKA IIpeACcepIHON TKaHU
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OTHonornyeckne (haKTopsbl

[enernyeckue OI1- KenynoukoBass MHpunsrpaTuBHble DHIOKPUHHAS Knananusie ToxkcHUuHOCTD Hacnencreennsle  Crapenue,
TIPUYUHBI VHIYUMPOBaHHOe  AUCHYHKIMS GoresH! TIaToJIOTUSI TOPOKY Cepilla  JIEKapCTBEHHBIX MBIILICYHBIE KypeHue,
(NPPN, pemonenupoBanue  (XCH, KMIT, (amwmiionnos, (nmaber, (crero3 MK, CpEICTB nuctpobun OXHpEeHUe,
MYL4) MUOKap/INT) TPaHyJIeMbl) TUINEPTUPO3) creHo3 AoK)  (xummotepanusi) AT, obeTp.
arHod CHa
IIpencepanasi KapAMOMHONATHS
DJIeKTpUYecKas JIuc KIS Npeacepauii
Mexannyeckasi tuchyHKIus L byn H s

npencepamii: DXoKI onenka
(E/e', E/A, cuctonuueckuii muk
U ckopocTh nedopmanuu JITT,
unngekc JIIO
u/wnu nHnexke [I10 >35 mi/m?)

IIpoTpomMOOTHYECKHE H3MEHEHNST — OLIEHKA
KOATryJISIHOHHBIX OHOMApPKepoB: (hakTop
BuinedpanTa, MOJIEKYJIbI aaAre3uu
(ICAM, VCAM, ceneKTuHBI), THTUOUTOD
akTUBaTopa miasmuHoreHa 1 (PAI-1)

Mosrossie THDO

Puc. 5. 3Tmonornyeckume, kKnnHudeckme n nporHoctudeckue dakropbl MKM.

IIpornocTuueckue hakTopsi

(npu3naku cunapoma Baiieca): DKT onenka
(YCC npu @I1, PQ unTepBai, Mopboaorus
M yroi 3youa P, niuTeabHoCcTh M amruidtyaa P,
KoHeyHas ¢aza 3youa P B oTB V1);
3H/I0KAP/NAJIbHOE KAPTHPOBAHNUE
(HM3KUI BOJbTaX HIOrpaMMbl P)

Duodpo3 npeacepaumii: MPT
(LGE npencepauii,
MOCTKOHTpacTHas otieHka T1, T2)

IIporpeccupoBanue ®II

CokpaweHusi: Al — apTepuanbHas runepteHaus, AoK — aopTanbHbiil knanad, KM — kapavomuonatys, JIN — nesoe npencepaue, JINO — o6bem neBoro npeacepavs,
MK — muTpanbHblii knanad, MPT — marHuTHo-pe3oHaHcHas Tomorpadus, MMNO — obbem npasoro npeacepavs, TOO — Tpomboambonunyeckme ocnoxHenus, O —
dubpunnaumnsa npeancepamii, XCH — xpoHuyeckas cepaeyHas HegocTatoqHocTb, YCC — vacTtoTa cepaeyHbix cokpallenunin, 9K — anekTpokapamorpamma, IxoKlm — axo-

Kapamorpadus.

B pEXXUME CITCKJI-TPEKHUHT C OIpPEOeICHUEeM CHUCTOIMIC-
CKOTO TIMKa M CKOPOCTU AcdopMallnm), TIOBEPXHOCTHAS
DKI-12 ¢ aHaim3oM MapKepoB MpeIcepaHOit aeKTprude-
ckoii auchyHKIMM (MexrmpencepaHas Onokana baiieca
[29] ¢ ymmmHenuem PQ, pacmmpenueM u aByxdas-
HOCTBIO BOJIHBI P, yBenmnueHMe MHTETpaja HeTaTUBHOM
KOHEeUHOM ¢aswl 3youa P B oTBemennum V1, aHoManbHas
afiekTprueckas och 3youa P) u MPT (ouenka ¢pubposa),
KOTOpBIE NMEIOT BAXKHOE TMArHOCTUUECKOE 1 IMPOTHOCTH -
YecKoe 3HaUYeHUeE TSI OLICHKU prcKa passutust CB aput-
muii, B T.4. DIT.

DHpoTeaMaabHas TUCHOYHKIMS TIPEACEPONii ¢ aKTH-
BallMeil CHCTeMbI CBEPTHIBAHUS W YBEJIMUCHUEM CUHTE3a
IIPOTPOMOOTHIECCKIX TKAHEBBIX (PaKTOPOB B 3HIOKAPIE
JIIT, Takux Kak: MHTMOUTOp aKTUBATOpa IJIa3MUHOTEeHA
(PAI) 1, dakrop Bumreopanma (VWF), MoJeKymsl anre-
s3un (ICAM, VCAM, ceneKTUHBI) U U3MEHEHUS B CyIIEP-
cemeiictBe penentopoB TNF, takue kak CD40/CD154,
KOTOpPBIC KOHTPOJIMPYIOT B3aUMOICHCTBIE MEXKIY TPOM-
OoIMTaMH, JICHKOIWUTAMM W 3HIOTCIWATbHBIMU KJICT-
Kamu [31, 32], 9BISIOTCS BaXKHBIMU JOIOJIHUTETBHBIMU
dakropamu prcka Mo3roBeix THO, accomMMpOBaHHBIX
c [IKM.

Taxum oO6pa3om, Ha pUCYHKE S TIpeICTaBIeHBI OCHOB-
HBIC TUATHOCTUYECKUE 3JICMEHTBI, KOTOPHIE MOTYT OBIThH
HCITOTb30BaHbI B HAYYHO-TIPAKTUICCKIX NCCICTOBAHMIX
o1 (OpPMUPOBAHUS WHTETPAIBHOTO IIPEACTaBIICHUS,
KIIMHWYICCKU 3HAYMMOTO [UIST BepU(UKAIIIY, KITacCU(pH-
Kaluy, JIeYCHUsS M TIPOTHO3MPOBAHMS OCIIOXHCHUIA
T[IKM.

Kaxk moka3pIiBaeT IpaKkTHKa, CTpaTeTUUECKNA BasKHOM
KJIMHWYECCKON 3amadeil mpu BHIOOpPE TAKTWKU JICUCHMUS
U B ONpeNeJeHUN MPOrHo3a SBJSIETCS 3TUOJOrndecKast
Bepudukanug [TKM. Tak, myraunu B reHax MYL4 v
NPPA neTepMUHUPYIOT TSLKEIbIE, OBICTPO MIPOTPECcCUpy-
rorue popMel [TKM ¢ BeicoknM prickom PIT, CH u Mmo3-
roBeix TOO [6-9, 28]; TakxKe BaXXHO YYUThIBATh/KOHT-
pPOIMPOBATh TOKCHMYHOCTDL OIIPEICIICHHBIX JICKAPCTBCH-
HBIX TIPETapaToB U UX MTOO0UHBIC 3(D(EKTHI TIPpU Ha3Ha-
YEHUW COOTBETCTBYIOIIETO CITEIM(MUICCKOTO JICUCHUS
(Tabn. 1); He MeHee BaXHBIM (PAKTOPOM, CIIOCOOCTBY-
IOIIUM YiTydlieHuto rporHo3a [TKM, sBisiercss KoppeKuust
OXWPEHMSI, SHIOKPUHHBIX HapYIICHWI (IrabeT, TUIIO-
¥ TUTICPTUPO3) U MHOUIBTPATUBHBIX PACCTPOMCTB (aMM-
smonno3). [TonoxuTebHOE BIMSIHIE CHIDKCHUS Beca TIpU
OXMPEHUU 1 MOTU(HUKAIIUN Ipyrux (pakropa pucka OII1
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OBUTO TIPOIEMOHCTPUPOBAHO B PaHIOMH3MPOBAHHBIX
nccaemoBanngx REVERSE-AF u HUNT [33, 34].

Tak, Ha MTHOAWBUIYAJIbHBIN TTPOTrHO3 TManueHTa ¢ OI1
OKa3bIBAIOT BIIMSHUE, C OMHON CTOPOHBI, (haKTOPHI PHCKa
TDO0, ¢ apyroit cTopoHBI, (PaKTOPHI, KOTOPHIC BEI3BIBAIOT
WIN TIONACPXKMBAIOT HapyIICHUE CEepACYHOrO pHUTMa
(puc. 5). OcHOBHOI TTprUMHOM TIporpeccupoBanus PI1
OT TMapOKCHU3MAJIBHOIM IO ITOCTOSHHOI WM IJINTEIHEHO
MMEPCUCTUPYIOIIECH OOBIYHO SIBIISICTCS camMa apUTMUSL.
I[ToMuMoO (hOKYCHBIX TPUITEPOB, KOTOPHIC YACTO PACIIO-
JIOXKEHBI B YCThSIX JICTOYHBIX BeH, MHOXKECTBEHHEBIC TICTIIN
pe-eHTpH, (UOPMIIISIPHAST TIPOBOAMMOCTD U SJICKTpUUC-
CKasl IUCCOLHMAIINAS MEXKIY STTMKapANaIbHBIM U SHIOKap-
IHWAIBHBIM CJIOSIMU OKAa3bIBAIOT BIMSTHAE HAa BO3HUKHO-
Benne u coxpanenue DIT [35, 36]. OOwmMM It ITUX
MEXaHU3MOB SIBIISICTCSI TO, YTO OHM 3aBUCST OT 3JICKTPH-
YeCKUX U CTPYKTYPHBIX M3MCHEHHMII B IIpeOCepHusx,
KoTopble HaOmonaroTes npu [TKM.

TakuM 00pa3oM, BaXHBIM KIMHUYECKUM, BBICOKO-
YYBCTBUTEILHBIM WHCTPYMEHTOM OIICHKM IMCHOYHKIINU
npencepnuii senagercs DKI-aranu3 (yoImHeHWe WHTEP-
Bana PQ [37], yBenuueHMe JIUTEILHOCTHA BOJHEI P, yBe-
JMYeHWEe WHTETpajla OTPUIATEILHOM KOHEYHOM a3kl
3youa P B orBenenuu V1 u aHOMabHas 3JIeKTpUUYeCcKast
och 3y611a P [38]), a Takoke HU3KWMIA BOIBTAXK SHIOTPAMMBI
Mpu SHAOKapAuaabHOM KaptupoBaHuu [39]. DxoKI
BU3yaJIU3alsl SIBJISICTCS BBICOKOCHCIIM(UIHBEIM METO-
JIOM OLIEHKU CTPYKTYPBI U (DYyHKIINU TIPENCEPANIA: TpaHC-
MUTPAJIbHBIMA COEKTPATIbHbIA X1 TKAHEBOU TOMILJIEP C OII-
peneneaneM E/e’, mHmeKcMpoBaHHas OIICHKA OOBEMOB
Mpencepanii, olneHka ¢GuOpPo3HO TKaHW B pexume 3D
CTIEKJI-TPEKWHT C OIpeAe/iecHNEM CHUCTOIMYECKOTO IMKa
n ckopoctu nedopmannu [40]. HemnBasnuBHasg Kojnde-
CTBCHHAas OlleHKa (ubpo3a Ipeacepanii, UTParoIIeTro
BaxkHy0 poib B matodusuonorun ®I1 u TecHO cBsI3aH-
HOTO ¢ peunmuBUpyOIMM TeueHrueM @PII, MoxeT OBITH
npoBeneHa pyu MPT ¢ KoHTpacTHBIM ycuiieHueM [41,
42]. B momongHeHWEe K TEXHHMKE OIIEHKM OTCPOUYCHHOTO
HaAKOIUICHWST KOHTPACTHOTO BEIECTBA, IO3BOJISIONICH
BBISIBUTH 3aMEIAIOIINI (rOPO3, IIpe- U IMTOCT-KOHTPACT-
Hoe T1-KapTpoBaHME MOXET OBITH MCITOIB30BAHO IIJIST
KOJIMYECTBCHHOI OIIeHKMN TN PY3HOTO MHTEPCTULINATD-
Horo (prbpo3a. OOBIYHO 3TU METOMBI ITUPOKO TTPUMEHSI-
JOTCS IIJIST BU3YaIU3alNU KeJTyI0YKOB, a OIICHKA TOHKO-
CTEHHBIX TIpEACepINii HECKOJIBKO OTpaHMUYCHA TEXHUYEC-
CKMMM IIpo0JIeMaMH B JOCTIDKCHWHM aIeKBAaTHOTO pa3-
petieHrs n300paxeHnit. OMHAKO B pe3y/bTaTe MPOBEICH-
HOTO MHOTOIICHTPOBOTO MCCIIEIOBAHUS (C OLICHKOM B3aM-
MocBs3u creneHu ¢puodpos3a JIII ¢ pesynsratamu PUA
YCThEB JIETOUHBIX BeH TIpu PIT) aBTOPHI yCTAHOBUIIN, UTO
kommuectBeHHass MPT omenka ¢ubposa Tipencepauit
MOXKET UTPaTh KIIFOUEBYIO POJIb B OTOOpPE MALIMCHTOB IJIST
KatetepHoii abmarum PI1 [43-45]. Tak, puck penyuauBU-
pyrowieit MIT yseamunBaica Ha 15% nipu ¢pudpose I cra-
min (<10% mipencepnHoit cteHkn) 1 10 69% tipu prbpose
IV craguu (>30% npencepnHoii creHku) [43].

006cyxaeHue

Hdnsg mpoBegcHUs WCCICOIOBAHUM, OIPEIEIISIONINX
(B KOHEYHOM WTOTe) MPAKTHUCCKYIO M ITPOTHOCTUUCCKYIO
neHHocTth KoHuernuuu ITKM, ceromHsi BocTpeOOBaHBI
BBICOKOUYBCTBUTEJIbHBIE U CIEHU(DUYHBIE KIIMHAYECKUE
VHCTPYMEHTHI JI1 PaHHE! AUArHOCTUKU DJIEKTpOMeEXa-
HUYECKOM MUCGHYHKIMU IIPEACepIUA U OIPEHCICHUS
YETKUX MPOTHOCTUIECCKUX (PAKTOPOB PHCKA KaparoBac-
KYJISIPHBIX OCJIOXKHCHUIA.

Eciu IIKM gBnsiercss 3HaYUTEAbHBIM (PaKTOpOM
pucKa pas3BUTHS WHCYIbTa, HezaBucuMo oT DII, kak
WICHTU(PUIIMPOBATh ITAIIMCHTOB C TIOBBIIIICHHBIM PIHC-
koM pa3Butust TOO (Ho 6e3 PII B anamuese) mrst OAK
npodwmrakTuku? B nccnenoanum Wolsk E, et al. (2015)
oueHouHaa mkama CHA,DS,-VASc Obuta ompeneneHa
B KauyecTBe He3aBUCUMOTO ¢akTopa prucka THO mnpu
OTCYTCTBUU Kakoi-nnbo mcropum PII y mammeHTOB
¢ CH [46]. TToxoxue pe3ysabraThl IO OLIEHKE ITPOTHO-
ctuyeckoil 3HaunMoct mwkanel CHA,DS,-VASc mpo-
neMoHcTpupoBanu ucciemoBanust Belen E, et al. (2016)
IpU OIIEHKe CIIOHTAHHOTO KOoHTpacTupoBaHus JIIT
Yy MAIleHTOB C PeBMATUYCCKUM MUTPAJIBHBIM CTCHO30M
u orcyrcTBueM DI1 B aHaMHe3e, KOTOpBIe MMETH BBICO-
KW pucK TpoMboobpasoBanus B noioctu JIIT u THO,
HECMOTpS Ha CUHYCOBBII putM [47]. M3BecTHO, UTO
MaIMeHTHl ¢ MEXaHMYCCKUMM KJIAITAaHHBIMU IIPOTEe3aMU
¥ 3HAYNTEITbHBIM MUTPAIbHBIM CTCHO30M HE 3aIUIICHBI
agekBaTHO OAK 1ipsgMoro meiicTBuUs M HYXKHTAIOTCS
B aHTUKOATYJITHTHOM Teparnuu BapdapuHoM [22]. Moryt
I OBITH OPYTHWE TPYMITHI ITAIIMCHTOB, KOTOPBIM CIICAYET
HaszHavyaTh BapdapwH I npenoTBpaiieHns THOO mpu
BBISIBJICHUN crienududecknx mpusHakoB [TKM? [48].
MoxXHO M WICHTU(PUIMPOBATH IMAIIMEHTOB, KOTOPBHIM
TpeOyloTcsl 6ojiee arpecCUuBHbIE MOAXOABLI K Mpoduiiak-
tnke TOO, Takme KaKk KOMOWHAIIMSI aHTHArperaHTa
¢ OAK mm MCImomb30BaHNE TIPEICepIHBIX OKKITIOICPOB
IUIST 3aKPBHITHST VIIeK mpencepnmii? M3yueHme, aHamm3
1 Bo3MoOxHOcTU TmpuMeHeHUsT [IKM-cneuunpuuHbix
TIPU3HAKOB MIJI OLEHKH BHICOKOTO prcka TOO m HeoO-
xomuMoii rmpodmraktrnaeckoit OAK Teparnmu y manmeH-
TOB C CUHYCOBBIM PHTMOM, TOJDKHBI OBITH TIPOBEICHBI
B TIPOCIIEKTUBHBIX PaHIOMU3MUPOBAHHBIX MHOTOIICHTPO-
BBIX MICCIICIOBAHUSIX.

KomOuHMpoBaHHAsl OlIEHKA STUOJIOTMYECKUX (haKTO-
POB U TTPU3HAKOB, acCOLMMpOBaHHbIX ¢ [TKM, MoXXeT ObITh
MOJIE3HON MH(bOpPMaLIMelt TIpy BBIOOPE CTAPTOBOI MeIMKa-
MEHTO3HOI Tepaliy, B TO BpeMsl KaK aHaJi3 CTCICHU
pubpo3a, snexkTpryeckux cBoiictB 1 dynkuym JIIT moryr
WMETh peliaroliee 3HAYeHWE TIPM BBEIOOpPE WHBA3UBHBIX
METONOB JicueHUs. Tak, 3JIeKTpoMeXaHMIeCKe U CTPYK-
TypHbie (pubdbpos) Mapkepsl [IKM nponemoHcTpupoBain
TIPOTHOCTUYECKYIO 3HAYMMOCTh B OIICHKE PHCKA PCLIMIN-
suposanus PIT nmocie katerepHoii PYA B psiie uccienoBa-
Huit [49-51]. Pe3yabsraTel 3THX MCCICTOBAHMIA TOTIOTHSIIOT
HaIll 3HAHUS, TIOKA3bIBAIOT CBSI3b MEXKIY PEMOIEIPOBa-
HUeM npencepanii 1 apgekTuBHoCcThI0O PYA.
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KITMHMYECKOE HABJIIOAEHNE

MOXHO JI UCITOIb30BaTh 3T IIPEINKTOPHI I TIPO-
THO3MPOBAHUS UCXOIOB Y MALIMEHTOB, IUISI KOTOPBIX PYA
OymeT HEOIpaBOAHHOM, W TeM caMbIM HM30aBUTh UX OT
pHUCcKa M HEymoOCTB HEHYXXHOW mpoluenypbl? MoryT nu
xapaktepHble npusHaku [IKM wucnonb3oBaThbes st
BBIOOpa ONTHMAJIEHOTO METOIA KaTeTepHOM a0Ialmu st
KOHKPETHOTO MaIreHTa’?

B cooTBeTCTBUM C TEKYIIUMU PEKOMEHIAIISIMU PEKO-
MeHIyeTcsT TIpoBonuTh PYA B KauecTBe JIeUCHUSI BTOPOM
JIMHUW TIpA HETIePEHOCHMOCTH Wi Hed(h(hEeKTUBHOCTH
AHTHAPUTMHIUYECCKIX TIperapaToB. B KadecTBe JieueHUS miep-
BOM JIMHWM TIOKA3aHMS OTPAHUYMBAIOTCS TOJBKO ITapo-
kcu3ManbHO PII. CommacHoO 3TUM PEKOMEHIAIIMSIM,
K JICYCHMIO C TTOMOIITbo MeTona PYA, Kak mpaBmiio, Bpauun
IMpUOETaloT Mociie 6oJlee IIUTEIHPHOTO TIeproaa KOHCepBa-
tiBHOM Teparmu PI1. PazpaboTka MHCTPYMEHTOB 1 METO-
IoB st onpenenaeHns MapkepoB [TKM MoxeT 1TO3BONUTH
M30eKaTh HECOOTBETCTBUST MEXKILY ONTTUMATBHBIM TICPUOIOM
n1s1 ipoBeneHus PYA u BpemeHem BeinosiHeHust PYA B co-
OTBETCTBUU C YCTKUM CyOCTpaT-OpHeHTUPOBAHHBIM IIPO-
1IeccoM TuarHocTuku u tedeHus OI1.

3aknioyeHue
Takum 06]33.30M, JJIsd KOMIIJIEKCHOIO MU MHAWBUOY-
AJIbHO aJallTUPpOBAHHOTO IMTOAXOJda K JICHEHUIO, BKIO4Ya-
fomeMy ontuManbHylo OAK Tepanmio, MHTepBEHIIMOH-
HbIC aﬁJ’[aL{I/IOHHHC IMoaAXOoabl (C Y4€TOM TUIIA U CTCIICHUN
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