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(TaTbe NpecTaBeH KNMHNYECKMI Cyyali NaLueHTa ¢ 6UBEHTPUKYNAPHON
$OpMoii apUTMOreHHOI KapAnoMIonaTHi1, aCCOLUMPOBAHHON C MyTaLueli
B reHe DSG2. Mopdonoruueckas peannsaums AaHHoii MyTaLum (BA3aHa
C GubpO3HO-KMPOBBIM 3aMeLLieHreM MUOKapZa 060X XKeNnya0uKkoB
cepaua. Knuxnueckn ganHaa ¢opma apuTMOoreHHoii KapauMomInonaTum npo-
ABNIACTCA Pa3BUTUEM XKU3HEYTPOXKALLIAX KeNyA0UKOBbIX HapyLIEHNIA puTMa
11 aCCOLMMPOBAHA C BbICOKMM PUCKOM Pa3BUTUA OUBEHTPUKYNAPHOI CepAeYHOIl
HeZ0CTaTOYHOCTM C TEHAEHLMEI K MPOrpeccupytoLLeMy CHIDKEHINK COKpaTy-

TEeNbHOIA CNOCOOHOCTH MIOKapAa. I'Iopa>KeHv|e Jinl monojoro pr}lO(I’IOCOﬁHOFO
BO3pacTa, HaCneaCTBEHHAA AETEPMUHUPOBAHHOCTD U Heﬁnaronpmmelﬁ MPOrHo3
BbIXXNBAEMOCTI aKTYaNnu3npyeT BaXHOCTb JMArHOCTUYeCKOi HACTOPOXEHHOCTN
npu OGCHEAOBaHI/II/I MOJIOAbIX TALNEHTOB C XeNYA04KOBbIMIN HApYLIEHUAMU PUTMa
1 KJIMHUKO NPeCMHKONAJIbHbIX 10/WNi CUHKOMANbHBIX COCTOAHMIA. PaCCMOTPEHbI
0CHOBHbI€ BONPOCbI ANATHOCTUKIA 3aboneBanus, KpUTEpUI NOCTAHOBKM AarH03a,
dKTYyaIbHbl€ NPUHLNMbI NEYEHNA N Hp0¢MﬂaKTMKM BHE3aMHoil cepneqnoﬁ meptu
Ha npumepe KJIIMHNYECKOro CJtyvas.
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his article describes clinical observation over a patient with a biventricular
form of arrhythmogenic cardiomyopathy associated with a mutation
in DSG2 gene. The morphological realization of this mutation is associated
with fibrous-fat replacement of the myocardium of both ventricles
of the heart, which is clinically manifested by the development of life-threa-
tening ventricular arrhythmias and a high risk of biventricular heart failure
with a tendency to a progressive decrease in myocardial contractility.

1970

The affect on young people of working age, hereditary determinism and an unfa-
vorable prognosis of survival actualizes the importance of diagnostic alertness

in the examination of young patients with a clinical picture including ventricular

arrhythmias, presyncope, syncope conditions and sudden cardiac death.
The main issues of diagnosis, criteria for diagnosis in accordance with the Padua

criteria (2020), current principles of treatment and prevention of sudden cardiac

death are considered.
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An interesting clinical case .

BBegeHune

TepMuH «apUTMOTeHHAs OVCIIIA3YA IPaBo-
ro xenynoudka» (AITDK) 6bu1 BBeen B 1997 ro-
ny G. Fontaine. u nmoppasymean nog, co6oit Ha-
m4ne GpuOpPO3HO-KUPOBOTO 3aMEIeHMsT MIO-
Kapja UCK/IIOUYNTEeNIbHO IIPAaBOTO JKeIyL0dKa
B KaYecTBe OCHOBHOTO IIPOBOLMpYIOIero hakTo-
pa pasBUTHA XKeNyJOYKOBbIX HAPYIIEHUI PUT-
Ma. B pesynbraTe coBeplIeHCTBOBaHNA METOMIOB
AMArHOCTMKM 3a00/IeBaHMII CEP/LIa U IINPOKOTO
BHEJIpeHIA MeTOJa MaTHUTHO-PEe30HAHCHOI TO-
morpadun (MPT) B KapAMOIOrMYeCKYIO Ipak-
TUKY, y TIAIIMEHTOB C IEPBUYHO JUATHOCTUPO-
BanHoit AJIIDXK B psige cny4yaeB ObIIO BBISAB-
JIEHO TaKyKe Ha/lu4ue IMOpa>keHus MUOKapha
JIEBOTO >KeTY0YKa, YTO IPUBEJIO K pacHIMPEHNIO
nonAtuA AIIIK fo «apuTMoreHHoi Kapiuomuo-
matur» (AKMII) ¢ Beije/teHneM IpaBOZOMHI-
HAHTHOTO, JIeBOJOMIUHAHTHOTO 1 OMBEHTPUKY-
NsApHOTO PeHOTUIOB [13].

AKMII - 310 HacnencTBeHHOe 3a00IeBaHme,
B OCHOBE KOTOPOTO B OO/IBIINHCTBE C/Ty4aes Jie-
JKaT TeHeTHYecKlie aHOMaInu CHHTe3a OelKoB
KapAManbHBIX fecMocoM [1]. [JaHHas maTonmorus
yalie MMeeT ayTOCOMHO-JOMUHAHTHBIN TUII
HacJIe[JOBaHNUA C HEeIIO/IHOJ IIeHeTPaHTHOCTDIO.
PacripocTpaHeHHOCTD B IONY/IALMM KOIeOIeT-
cstot 1:1000 o 1:5000 ¢ mpeobnaganmem cpenu
IIpOOaH/IOB JIVI] MY>KCKOTO ITO/IA VM K/ITHIYeCKOIT
MaHMdecranmeit B MoIofoM Bospacte (o1 20
1o 40 net) [4, 18]. CpemHnit puCK pa3BUTHUS XKe-
TYNOYKOBBIX HapyLIeHMII pUTMa y MallIeHTOB
¢ AKMII xone6nercs ot 3,7 mo 10,6% [9].

B 6onbIIMHCTBE Cy4aeB IPUYNMHON pasBu-
i AKMII sBnseTca Hamu4dre MyTaluii B TeHax,
OTBETCTBEHHBIX 32 CUHTEe3 O€TKOB J[eCMOCOM.
ITpoBefieHHbIE MCCIEOBAaHMA TPOJLEMOHCTPH-
poBanM 4acTyio BCTpedaeMocTh (o 25% ciy-
qaeB) OuBeHTPUKyIsspHOro ¢penornma AKMII
y nu1, ¢ MyTanueri B rene DSG2, oTBeTcTBEHHOM
3a cuHTe3 Oenka mecMmornenna-2 (ICI-2) [14, 15].
benok JCI'2 comepXuUT B cBOell CTPYKType
1118 aMMHOKMCIOT, a €r0 MOJIEKY/IApHasA Mac-
ca cocrasnser 122,2 x/la [5]. ICI2 apnsercs
CTPYKTYPHBIM O€/IKOM B COCTaBe 6CMOCOM MU-
OKappa M OTBevyaeT 3a MEXaHUYEeCKYIO 1 9/IeKT-
PUYECKYIO CBA3b KapJMOMUOLIUTOB MEX/Y CO-
6011 [6]. HapyuieH1e ero CTpyKTypbl IPUBOJUT
K CHIUDKEHUIO IPOYHOCTY MEXKJIeTOUHBIX CO-
e HEeHMIT MUoKapaa 1 Gpubpo3HO-XUPOBOMY
3aMellleHMI0 TPABMUPOBAHHBIX 30H, YTO IpPO-
ABJIAETCA pasBUTHEM KU3HEYTPOXKAIOIMX JKe-
JTYLOYKOBBIX HApYLIEHUIT PUTMA 1 CepLiedHOI
HeJOCTaTOYHOCTH [2, 8].

Kak npaBuno, knmmanyeckas kaptuaa AKMII
XapaKTepusyeTcs HalM4uMeM 3MU30/0B Y4alEH-
HOTO cepALieOmeHst, KOTOpbIe MOI'YT COIIPOBOXK-
JaTbCs TOIOBOKPY>KEeHMEM, IPeCUHKOIAIbHbI-
MM ¥I/WMIY CUHKOIIA/IbBHBIMU COCTOAHMAMMU, ITO
CBA3AHO C Pa3BUTVEM KeTyJOIKOBBIX Hapylle-
HII pUTMa, aCCOLMMPOBAHHDIX C BBICOKMM PUC-
KOM BHEe3aITHOII ceppiedHol cMmeptu [7, 9]. Ha-

nmn4ye 6uBeHTpUKYyNApHOro GpeHornma AKMII
MOJKET TaK)Ke IPOABAATHCA INPU3HAKAMM Ha-
YU CeplledHOl HeloCTaTOYHOCTH C KIMHU-
KOJ OFBIIKY U OTEYHOTO cuHApoMa [17, 19].

Ha ceropusamnmit feHb OTCyTCTBYET METO,
puarHocTuky AKMII, KOTOpPbIiI MOXKET BBICTY-
IIaTh B Ka4ecTBe «30/I0TOr0 cTaHfjapTa». OfHaKo,
B 2020 romy MeXgyHapOLHOI TPYIIIION SKCIIep-
TOB OBV IIpeficTaBIeHbl [lamyanckue Kpure-
pUM [MAaTHOCTUKY, KOTOPble B 3HAYUTENbHO
CTelleHM 00JIerdaloT MOCTAaHOBKY JAMarHosa
AKMII ¢ yrouHeHUeM €€ (peHOTUNNIECKON
¢dbopmel (TpaBOKOMMHAHTHAS, IEBOTOMUHAHT-
Has, OMBEeHTPUKYIApHa:A). [laHHBIe KpUTEpUN
0a3MpyTCs Ha OLeHKe CeMeTHOro aHaMHesa,
IaHHBIX 97IeKTpoKappuorpadun (oneHka napa-
METPOB PENOoNAPU3ALNY U eTIONAPUALIUU SKe-
TTY/IOYKOB, KeTyIOYKOBBIX HAPYIIEHUIT pUTMA),
TpaHCTOpaKaabHON sxoKapauorpaduu (IxoKT),
MPT ceppua u 9HZOMMOKAPAUAAbHOI 6UOTI-
cun (OMB) (Hanu4ye CTPYKTYPHBIX U MOpdo-
(YHKIMOHA/IBHBIX aHOMA/INIT XKeTYJ04KOB Cepfi-
I1a), a TAaK)Xe Pe3y/lbTaToB TeHOTUIIMPOBAHNUA
(12, 13, 16]. TeneTnveckoe TMOMPOBAHNE IMEET
0co0yI0 IIeHHOCTD Y ITAIVIEHTOB C HeOIpefie/eH-
HBIM JMarHO30M IO pe3y/bTaTaM HeMHBA3UB-
HBIX METOJIOB MICCTIEIOBAHM A, a TAK)Ke B TOK/IN-
HIYECKOII AMATHOCTIKe 3a007IeBaHMS Y YICHOB
ceMbu pobanpa.

B maHHOIT cTaTbe MpefcTaBAeH KIMHIYe-
CKUII CTy4Yail HalyeHTa ¢ OMBEHTPUKYIAPHON
¢dopmoit AKMIT, accounpoBaHHOI ¢ MyTaLyel
B reHe DSG2, neMoHCTpupyoumnit OCHOBHbBIE
3TaIlbl IOCTAHOBKY /IMarHo3a Ha ocHoBe Ilaz-
IYaHCKMX KpUTEPHEB.

[TaruenT 3. My»CKOTO I0JIa B Bo3pacTe 36 jieT
OB JOCTaB/IeH OPUTafoil CKOPOI MeRUI[VH-
ckoit momomy B PHIIIT «Kapauonorus». Ilo fan-
HBeIM OKI, 3aperncTpupoBaHHOI IpU BHI3OBE
Opurajipl CKOPOIT MEAUITMHCKON IIOMOIIH, OBIT
3apMKCHpOBAH MAPOKCU3M YCTOIYMBOI XKeEy-
IOYKOBOJ TaXMKAPAVM C IATTEPHOM OI0Ka bl
7IeBOI HOXKM Iy4Ka ['mca ¢ yacToToii cepaeuy-
HBIX cOKpaueHuit 1o 200 ygapos B MUHYTY, CO-
MIPOBOXKAIOIIMUIICA ITOTEPEl CO3HAHMA, U KO-
TOPBII OBIT KYIMPOBAH 3/IEKTPOUMITY/IbCHOM
tepanueit (QVT). IIpu mocTynneHnn manyeHT
HpebABIIAI JKao0bl Ha 3NM30/bI «IIepe6oeB»
B paboTe ceppla, CONPOBOXAAIOLINECA TONIO-
BoKpy>keHMeM. C 35 jieT oTMedaeT MOABJIEHME
HPUCTYHOB yYaII€HHOTo cepauebuenns (3 pasa
B TOJ]), KOTOpPbIe COMPOBOXK/AMNCE CNTAbOCTHIO,
TO/IOBOKPY>KEHJEM U NTPECUHKOIAIbHBIMU CO-
crosHuAMM. CeMelTHbBIIT aHAMHe3 He OTATOIIeH.

ITo naHHBIM 00BEKTUBHOTO OCMOTpA CO-
CTOsIHJE CpeJJHell CTelleHN TAXKeCTH, TeMOJ[ I Ha-
Mudecky crabuseH. IIpaBunabHOe Tenocmoxe-
HMe, u3ObITOUHAsT Macca Tena (poct 177 cM,
Bec 88 KrI, mHIeKC mMacchl Tena 28,09 kr/m3).
KoyxHble TIOKpPOBBI YNCTBIE, CyXue, O/IefHbIe, Tell-
nple. O4aroBOil HEBPOIOTMYECKON CYMIITOMA-
TUKM He BblABIeHo. [Ipy ayckynbranmm 1erkux
ABIXaHMe Be3UKYNAPHOeE, TPOBOAUTCA BO BCeE
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Pucyok 1. 3KI. OTBeeHA OT KOHEeYHOCTeiA.

Mmeetcs aHomanusa KI: Huskuii Bonbtax QRS (< 0,5 MB

0T NKKa 10 N1Ka) B 0TBEEHNAX OT KOHEUHOCTe! (Npy 0TCYTCTBUN
0KMPeHIs, IMPU3eMbl UK BbINOTA B NepuKkapzae)

Figure 1. ECG. Diversions from the extremities. There is an ECG
anomaly: low QRS voltage (< 0.5 mV from peak to peak)
in the leads from the extremities (in the absence of obesity,
emphysema or effusion in the pericardium)

OT/e/Ibl, XPUIIOB HET, YaCTOTa ABIXaHNUA 15 B MUH.
SpO; 97%. IlepkyTOpHO IpaHNUIIBI CepHlla He pac-
mupeHsl. [Ipy aycKynbTanyy TOHBI CepALia pUT-
MUYHBIE, IpurayueHHeie. AJl 130/80 MM pr.cT.
YCC 65 B MuUH. f3bIK B/IaXKHBIN, 4ncThIl. JKu-
BOT IIpY [AJIBIIALVY MATKNIL, 6e300/1e3HeHHBIIL.
[TeueHb He yBenu4YeHa, Npy naabnannun 6e36o-
JI€3HEHHA, HVJKHUUM Kpall Ha YpOBHE IIpaBOU
pebepnoit gyru. Ilepudepndecknx oTekoB Her.
Cryn, MoYercITycKaHUe B HOPMe.

ITo saHHBIM TAGOPATOPHBIX METOLOB 00CIIe-
posanus yposeHb N'T-proBNP cocrasun 39 nir/mi,

WAL . [OTA 6onee 55 mc

PucyHok 2. 3KT. MpekapavanbHble 0TBeAeHNA.
Vimeetca aHomanua KT TepMmuHanbHas akTBALWA C AMATENBHOCTbIO
UHTepBana oT Haampa 3y6ua S K koHuy QRS > 55 mc

Figure 2.ECG. Precardial leads. There is an ECG anomaly:
Terminal activation with an interval duration from the nadir
of the S wave to the end of the QRS > 55 ms

II0 pe3y/IbTaTaM OL[eHKU 00IIero aHaausa Kpo-
BI, 001[er0 aHa/MM3a MOYY, KOATryJIorpaMMBI
" 6GMOXVMMIYECKOTO aHamM3a KpoBu — 6e3 maro-
JIOTMYECKUX OTK/IOHEHWIA.

ITo faHHBIM peHTreHOrpad Uy OPraHoOB IPyH-
HOJI KJIETKM — 63 NaTO/IOrMYeCKNX 3MeHeHMIL.

Ha 9KI pUTM CHHYCOBBIl, peTyIApHBII
¢ YCC 62 B muH. IlonoxeHue s31eKTpuIecKoi
0CH cepAilia HOpMajIbHOe. YIIIoLeHHbIt 3y6ery T.
Hwuskaa amnnuryna QRS B oTBefieHMAX OT KO-
HeuHocTell (MeHee 0,5 MB). TepmuHanbHas ak-
TUBALUA C IIIUTENbHOCTbIO MHTEpBala OT Ha-
nupa 3y6ua S k kornny QRS mo 60 mc (puc. 1, 2).

ITo faHHBIM CYyTOYHOTO MOHUTOPYPOBaHU A
9KT (ua ¢oHe mprema MeTOIIPOsIOIA TAPTpaTa
B jjo3e 25 Mr 3 pasa B CyTKM) PUTM CHHYCOBBII,
perynapubiii. Cpegaas YCC 59 ypi. B MUH., MU-
HuManpHasA YCC 47 yp. B MuH. MakcuMasbHasd
YCC 85 yz. B MUH. (110 THEBHMKY TAIVIEHTA — XOIb-
6a). XKenynouxoBas sKTommdeckasi akTMBHOCTD
cocrosna u3 1079 ofMHOYHBIX IPaBOXETYL0Y-
KOBBIX MOHOMOP(QHBIX 9KCTPACKUCTOI, U3 HUX
22]1-MHTepnoNMpOBaHHbIe, 14 — 110 THUITY Oure-
MUHUY, 46 — B KymteTax. JJocTOBEPHBIX MIlIe-
MMYECKUX 3HAKOB He BBIAB/ICHO.

Tpancropakanpaas OxoKI: kamepsl cepaia
He pacIuMpeHsl, KTAaHHBII anmapar 6es maro-
noruy. Hapymennii 1oKkanbHOM COKPAaTUMOCTH
HeT (MHJEeKC TOKaabHOM COKPATUMOCTHI = 1).
CokpartutenbHas GyHKLUSA JIEBOTO XKeTy[0d-
ka yposnerBoputenbHas (OB mo Simpson 71%),
dpaxumonHoe nsMeHeHue momanu (GUIT) ITK
Ha HIDKHeJ TpaHuIle HOpMBHI (35% mpu HOpMme
35% u Bbi1e). [Ipu oneHke mapaMeTpos fedop-
Manuu muokapaa JIDK B pexxume Strain BbIAB-
JIEHO CHYDKEHMe ITI00aTbHOI MPOOIbHON Jie-
¢dopmaruu JIK (Global strain = -16,6%).

ITo pesynbpraraM IpOBEJEHHON KOPOHAPO-
aHrmorpadun — KOpoHapHble apTepun 6e3 cre-
HO3MpPOBAHNA.

Ha MPT cepzlia ¢ KOHTpacTHBIM YCH/IEHMEM
raJoJIMHMEM BU3YalIM3UpPOBaNICh MUKpPOaHeB-
puU3MaTHMyecKyue BBIIAYMBAHNA OOKOBOIL, HIX-
Hell CTeHKU, NePUTPUKYCINAATIBHOTO OTHesIa
IDK, orMeuanoch HammM4uue y4acTKOB JUCKIHE-
3a HIDKHeit crenku IDK, runokuHesa nepegHeir
u 60koBoit creHoK IDK. @B ITXK Opi1a cHmokeHa
1o 40%. B Mmuoxappe 71eBoro enymodka Busya-
U3MPOBAINCh UHTPAMMOKApMaIbHble BK/IIO-
yeHMs1 Kupa (PruOpo3HO-KMPOBOe 3aMellieHe)
B CpeJHEM HIKHe-00KOBOM CEeIMEHTe, B Cpefi-
HeM HIKHe-TIePeropoflouHOM U CpefiHeM Bep-
XYLIeYHO-IIEPErOPO/IOYHOM CETMEHTE, a TaKXKe
B mamuanApHbIX Mbimnax. OB JIK cocraBuia
56% (puc. 3).

ITpu BbITIONTHEHNN S3HIOKAPHUAIBHOTO 37IeKT-
POdU3NONIOrNYeCKOro UCC/IeOBAHMA Ha JTalle
aHTerpajiHOM CTUMYIIALMM SKeNTYLOUYKOB C IKC-
TpacTuMynoM (260 Mc) 6bII CLIPOBOLMPOBAH
napokcusM ycroituusoii JKT ¢ nukmom 290 mc,
KOTOpBII1 ObT Kynuposas OV T.

OMBb He BBIONHSAIACH BBUAY Hamuuus yoe-
INUTeNTbHBIX HaHHbIX 32 AKMII 1o faHHbBIM HeMH-
Ba3MBHBIX METOMIOB MCCIEOBAHMA CePHLIa.
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An interesting clinical case .

PucyHok 3. MPT cepaua. A, b. 1306paxxeHna cepaua B nocneoBaTeNbHOCTM 0TCPOYEHHOMO KOHTpacTHOro ycuneHus (OKY), KoHeuHo-guactonnueckas gasa,

A — B ueTbIpéxkamepHoli npoekuum, b — B poekLyum no KopoTkoil ock. B. Kuo-1n3o6paxeHue cepaua B npoeKLim BbIHOCALLEro v npuHocALLero TpakTa MK
(TpéxkamepHaa NpoeKLKsA) B KOHEUHO-CMCTONNYeCKYH0 da3y. MUKpoaHeBpu3MaTMyeckie BbinAYNBaHMA GOKOBOI CTEHKN 11 061acT BbIHOCALLero TpakTa K,
ANCKMHE3 nepuTpukycnuaanbHoro otaena MK (6enbie 38e3a0ukin), A u B; dubpo3 Hinkkeii crerku MK (6enbie crpenkm), b; yuactku cy63nmkapamanbHoro
dunbpo3HO-K1poBoro 3ameLleHna Muokapga 6okooil creHkm JIK u M no Tuny «KpblcuHbIX yKycoB» (benble ronoBKu CTpenok),
dnbpo3 ronosok nanuanApHbIX Mol JIXK (uépHble ronoku ctpenok), A, b

Figure 3. MRI of the heart. A, B. Images of the heart in the sequence of delayed contrast enhancement (OCU), the end-diastolic phase, A — in the four—chamber projection,
B —in the projection along the short axis. C. Cinema-the image of the heart in the projection of the bearing and bearing tract of the pancreas (three-dimensional projection)

in the end-systolic phase. Microaneurysmal protrusion of the lateral wall and the region of the outflow tract of the pancreas, dyskinesis of the peritricuspid

pancreas (white asterisks), A and B; fibrosis of the lower wall of the pancreas (white arrows), B; sites of subepicardial fibrous-fat replacement of the myocardium

of the LV lateral wall and LVP by the type of “rat bites” (white arrow heads), fibrosis of the LV papillary muscle heads (black arrow heads), A, B

[TanyeHTy 6BIIO IPOBELEHO TeHETUIECKOe
UCCIIeOBaHMe METOLIOM BbICOKOIIPOM3BONNUTENIb-
Horo cekBeHupoBauusa (NGS) B THY «VMucTu-
TyTe TeHeTHKM 1 nuronorun HanmonanbHoM
Axapmemun Hayk bemapycn», o pesynpraTam
KOTOpOro 6bI}Ia BbIABJ/IEHA ITATOr€HHAA MYyTallViAd
p.Arg46 Gln B rene DSG2.

IlJist yIydieHys IpOrHo3a ManueHTy Obla
Ha3HayeHa MefIKaMeHTO3Has Tepalus: paMuII-
pun 10 Mr/cyTKHM, METOIIPOION TapTPaT 25 MT
3 pasa/cyTku, amnarnugno3ut 10 Mr/cyTKu.
C 1e/bo BTOPMYHOM TPOUIAKTKY BHE3AITHOM
CepAieYHOI CMEPTH MALVEHTY ObLIa BBIIIO/THEHA
MMIUTAaHTaLMA ABYXKaMepPHOI'O KapAuoBepTe-
pa-medpubpumnsTopa [10].

06cyxpeHue

[IpuHMMas Bo BHUMaHMe aHaMHe3 3a0o7te-
BaH, KIMHUKO-TA00paTOpHbIe TaHHbIE, BKJIIO-
Yaloujye TeHOTUNIMPOBAHNE, Y PE3YIbTAThI MH-
CTPYMEHTA/IbHBIX METOMIOB MCCTIEHOBAHMSA OB
AMaTrHOCTUPOBAH OMBEHTPUKYISAPHBII (eHO-
tunt AKMII. JIuaraos 6611 OCTaBIeH Ha OC-
HoBaHuu ITagnyanckux kpurepues (2020 r.).
I Bepudumkanuy OMBEHTPUKYIAPHOTO deHOo-
tuna AKMII gocraroyHo Hanudme 60JbIIOro
KpuTepus us Kareropuu Mop}po@dyHKIIMOHab-
HBIX MJIM CTPYKTYPHBIX aHOMAaJIMii MIOKapaa
JIK, a Tak>ke HanmM4me KpUTepueB IopaKe-
Hus DK (2 6onpmux xpurepus, Kak MUHU-
MYM OJMH U3 KOTOPBIX HO/>KEH OTHOCUTBCA
K MOP(OPYHKI[MOHAIBHBIM VN CTPYKTYPHBIM
aHomanuaMm IDK). Takum o6pasom, B I0nb3y
nopa>kenns mmokappa IDK cBuperenbcrsopa-
710 HajI4ue 2-X 6onpIux Kputepues (1 — perno-
HaJIbHAA TUIIOKMHE3M A, TUCKMHe3W A, MUKPO-

aHeBpu3MblI creHOK I1JK co cHmkennem OB IT0K
1m0 40% mo manueiM MPT, 2 - gacteie JKOC
(6omee 500 B cyTku) ¢ Mopdosorueit 6roKazbt
JIHIIT no mauabiM XM-9KTI) u 1-ro Manoro
kpurepusa no ganHbeiM IKI (manTenpHOCTD
TepMMUHAIbHOM aKTUBAL UM > 55 Mc). B IIO/Ib3Y
nopaxkeHus JIJK cBusieTenbcTBOBAIO HamM4me
2 6onpunx kputepus (1 — Gubpos3HO-KMpoBOe
3aMelleHye MIOKapja ¢ JToKaan3anyuen B CBO-
6opnoit crenke JIDK B ByX OpTOTOHA/IbHBIX
npoexnuAx mo gaHHeIM MPT ceppua, 2 - cHu-
>KeHMe I7106a/IbHOI IIPOJOIbHOI fedopManun
muokapga JDK no ganasiM 9x0KTI) u 2 Manbix
Kputepus (l-pernoHanpHasi TUIIOKIHE3NS CBO-
6opmuoit crenku JK mo ganusim MPT, 2 — Hus-
kuit BonbTak QRS (Menee 0,5 MB) B oTBeieHMsAX
oT KoHeuHocTel 1o maHHbIM IKT'). [Tuarunos
TaK)Xe ObUI IIOATBEP)KIEH Hamn4dmeM 6OJIbIIO-
ro KpUTepus IO Pe3yJabTaTaM Te€HOTUINPO-
BaHU — ObUIO UIeHTUDUIMPOBAHO HaMN4YME
accouuuposanHoii ¢ AKMII marorenHoit myra-
muu B rene DSG2.

3aknwo4yeHue

InurtenbHOe 0OECCUMMITOMHOE TedeHue
AKMII, a Tax)xe OTCyTCTBUE CIeUPUIecKnx
[aTTepHOB 3a00JIeBaHNMsI 0 JaHHBIM Hanbortee
IOCTYIITHOTO MeTOfia MOP(hOPYHKIMOHATBHOII
OLIEHKM KapJua/JbHBIX IaPaMETPOB — TPAHCTO-
pakanbHoit 9x0KI, 4acTo 3arpynHseT cBoeBpe-
MEHHYIO IOCTAaHOBKY Amarxosa. OmeHka mapa-
MeTPOB NPOJOBHOM AedopMalny MIUOKapHa
y TaKMX HALMeHTOB IO3BOJIsIET Ha O0/Iee paHHeM
CPOKe BBISIBUTD HapyIIeHUe KOHTPAKTU/IBHOCTI
MIOKapfja, OfTHAKO IAHHBIN METOJ, He SB/IAETCA
crieMpUIHBIM B OTHOIIEHUN JUAaTHOCTUKY
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AKMII. Ha cerogHAmHNII eHb OTCYTCTBYeT
METOJ] «30/I0TOTO CTaHJapTa» AUArHOCTUKMU
AKMII. OpHako, cBOeBpeMeHHOE BbIIIOJIHEHe
MPT ceppia ¢ TafonmH1eM MOJIOIBIM IaljVieH-
TaM C )Ke/Iy/JOYKOBBIMY HapylIeHUAMU pUTMA
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