I I . POCCUINCKIIA YKYPHAI MEPCOHATN3NPOBAHHOW MEOULINHbI

ISSN 2782-3806
ISSN 2782-3814 (Online)
YOK 616.127:616.12-008.318

NCTOPUYECKWME NPEAMNOCHLINTKN ®OPMNPOBAHUA
NPEOCTABJIEHNA OB APUTMOIEHHOW
KAPOVMOMWOMATNN (OB30P JINTEPATYPbI)

KodenHukoBa O. A., Anekceesa [i. 0., LLlmnnHa A. I,
Kynbuuuykas H. C., BacunukuHa E. C.

®PepepanbHoe rocygapCTBeHHOE BIOMXETHOE yuYperkaeHne «HaunoHanbHbI MeOULNHCKUN
nccnenoBaTenbCKU LLeHTp nMeHn B. A. AnmasoBa» MUHUCTEPCTBa 34paBOOXpPaHeEHNA
Poccuiickon ®epgepaumnn, HaydHbil LeHTP MUPOBOro YpoBHA «LLeHTp nepcoHannmanpoBaHHoOM
MeauumHbl», CaHkT-MeTepbypr, Poccus

KoHTakTHaa nHpopmaumn:
KodeliHukosa Onbra AnexkcaHgpoBHa,
Orey «HMUL, nm. B. A. AnmasoBa»
MwuH3pgpaBa Poccun,

yn. AKKypaToBa, 4. 2, CaHkT-leTepbypr,
Poccus, 197341.

E-mail: kofeolyaa@gmail.com

CraTtbsa nocTtynuna B pegakuunio 07.06.2024
1 NpuHATa K nevaTtun 28.06.2024.

PE3IOME

3a nocnenuue 40 €T CyIeCTBEHHO M3MEHIIOCH MIPECTaBIeHHEe 00 apUTMOTEHHOM Kapauo-
muonarnu (AKMII). Tak, ¢ mosBIeHneM HOBBIX 3HAHWHU TSI HA3BaHUS 3TOTO 3a00JIEBAHUS
cepAla NPUMEHSJIMCh Pa3HbIE TEPMHUHBI: APUTMOICHHAs AWCIUIA3US IPABOTO JKEJIyZOUYKa
(AAIDXK), apurmorennasi kapauomMuonatus npasoro skenynouka (AKIDK) u apurmorennas
KapJIuoOMHOTIaTHs/ quciiia3us npasoro xemynouka (AKIDK/AITDK). B 1995 rony nannoe 3a-
OoJieBaHMeE cepiia ObIIO BKIIFOUEHO B KJIaCCU(PHUKAIINIO KapAruoMuonaTuii BcemupHo# opranm-
3arun 3npaBooxpanenus (BO3) mox nHazBanmem AKIDK. C oTKpBITHEM JIEBOKETYIOYKOBOTO
BapuaHTa ObuT BBesleH TepMuH AKMII. B 0630pe mpescTaBiieHsr 0000IIEHHBIE UCTOPUYECKUE
ACTIeKThl B Pa3BUTHU 3HAHWN O JAHHOHN MATOJIOTMH: OT MEPBOr0 YIOMHHAHUs 3a00JeBaHUs
JI0 HACTOSIIIIETO BPEMEHH.

KiroueBbie ciioBa: APUTMOI'CHHAA KapANOMUOIIATUsA, BHC3AIIHAA CCPACUHast CMEPTh, TCHCTU-
YCCKOEC 3a6OH€BaHI/Ie, HUCTOPUYICCKHUC ACIICKTHI.
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ABSTRACT

Over the past 40 years, the understanding of arrhythmogenic cardiomyopathy (ACM) has
changed significantly. Thus, with the advent of new knowledge, different terms have been
used to name this heart disease: arrhythmogenic right ventricular dysplasia (ARVD), arrhyth-
mogenic right ventricular cardiomyopathy (ARVC), and arrhythmogenic right ventricular car-
diomyopathy/dysplasia (ARVC/ARVD). In 1995, this heart disease was included in the World
Health Organization classification of cardiomyopathies under the name ARVC. With the dis-
covery of the left ventricular variant, the term ACM was introduced. The review presents
generalized historical aspects in the development of knowledge about this pathology: from the
first mention of the disease to the present.

Key words: arrhythmogenic cardiomyopathy, cardiac death, genetic disease, historical aspect
sudden.
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Cuucok coxkpamennii: AJIIDK — apurmorennast
JUCIUIa3us npasoro kenyaouka, AKMII — aputmo-
renHas kapauomuonarusi, AKIIDK — aputmorennas
KapAMOMUOIIATHs TTpaBoro xemynodka, BCC — Bue-
3amHasi cepaedHas cMepth, KA — kemyjoukoBas
aputmusi, XXT — xenygoukoBas Taxukapaus, JIK —
neBelit xemynouek, IIDK — mpaBblil xemynouex,
OKTI" — snexTpokapauorpadusi.

BBEAEHUE

AputmorenHas kapauomuonarust (AKMII), panee us-
BECTHAsI Kak apUTMOT€HHas TIUCILIA3HsI ITPABOTO KETyH04-
ka (AJIIDK), BepBBIe B COBpeMEHHOI TUTEpaType ObLIa
ormcana Oonee 40 ner Hazaa. Jto 3abo1eBaHNe XapaKTe-
pusyercsi uOPO3HO-KUPOBBIM 3aMELICHHEM MHOKap/a,
CITyaIllUM CyOCTpaToM Uil BO3HHKHOBEHMS IOTEHIH-
QJTFHO OTIACHBIX JKENTyIOYKOBBIX apuTmuid (JKA) ¢ puckom
BHe3amHo# cepaeunoi cMept (BCC) maxke Ha paHHUX
craausix 3abonesanus [ 1]. Kpome Toro, ¢pudposno-xupo-
BOE 3aMElICHHE CIIOCOOCTBYET AWJIaTallK U HApYILICHUIO
CHCTOJMYECKON (DYHKIIUH SKEIYJI0YKOB C PA3BUTHEM KITU-
HUYECKON KapTUHBI CEPICTHON HETOCTaTOUHOCTH [1].

W3HauanbHO CUMTAIIOCH, YTO 3a00JI€BaHKE MTOpaKa-
€T UCKIIIOUUTEIBHO MpaBblii sxenyaouek (I1K) u sus-
eTCsl Pe3yJIBTaTOM BPOXKJIEHHOTO AedekTa pa3BUTHS
MHOKap/a, 4To U ObUIO OTPAXEHO B HA3BAaHWU, MPE-
noxxerHHoM B 1977 romy Fontaine G. — A JIITK [2].

Onnako mpeAcTaBiCHHUS O JaHHOM 3a00JeBaHUM
C MOMEHTA €ro MepBOHAYaIbHOTO ONTUCAHUS 10 HACTO-
s[Iee BpeMsi peTepreny CylecTBeHHbIE H3MEHEHHU .

Tak, HOHMMaHKE TOrO, YTO ATOJIOIUsl UMEET HaCJIe -
CTBEHHBIH XapakTep, NPHUBEJIO K HCIIOIb30BAHUIO HO-
BOIO TEPMHMHA — «ApUTMOIEHHAs MPaBOKETYI0UKOBAs
kapanomuonatus» (AKIDK), u opunmansHOMY BKITIO-
YSHHIO €€ B KJTacCU(pHUKAIHIO Kapauomuomnatuii BO3 [1].

B XXI Beke ¢ BHEAPEHUEM B KIIMHUYECKYIO IPAKTU-
Ky T€HEeTUYECKHUX MCCICJOBAaHUN U TAKOrO BBICOKOTEX-
HOJIOTUYHOTO MeTona auarHoctuku, kak MPT cepaua
C KOHTPAacTUPOBAaHUEM, TIOSBUIUCH CBeleHHst O (puo-
PO3HO-XMPOBOM 3aMELICHUU MHOKapga — OT M30-
JIMPOBAHHOTO MOPAKEHUs KaK MPaBOro, TaK M JICBOTO
xenynouka (JIOK) 1o OMBeHTpUKYIISIPHOTO BOBJICUCHUS,
YTO TOCIYKUJIO MPEANOCHIIKON K TPUHSITHIO OOIIEro
tepmuaa — AKMII [3—4].

B manHO# cTaThe OCBEIIEHBI OCHOBHBIC ATAITBI Pop-
mupoBanus B3rsigoB Ha AKMII, coBpeMenHoe npea-
CTaBJICHUE O JTaHHOM 3a00JICBaAHHH.

NMEPBOE UCTOPUNYECKOE
YNOMNHAHUE O 3ABOJIEBAHUU

AKMII kak oT/ieipHast HO30JI0THs Obljia MPEJICTaB-
JieHa JiMib B KoHIEe 70-x rr. XX Beka, OJHAKO OITH-
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CaTeNbHYI0 XapaKTEepUCTUKY 3aboneBaHus, (HEHOTH-
MUYECKNU TOXOXKEro Ha JaHHYI0 KapIHOMHUOIATHUIO,
MOKHO BCTPETHTH B JINTEPAType HAMHOTO paHbIIe [8].

Tak, nmepBoe ucropuueckoe onucanue AKMII 66110
caenaHo eme B 1763 roxgy JlxoBanHu Mapueii Jlan-
yu3u B kHure «De Motu Cordis et Aneurysmatibusy»
[9]. UtanpsHCKMII Bpad paccMOTpen psij KIWHHAYE-
CKHMX CIy4aeB C OTATOINEHHHIM CEeMEWHBIM aHaMHe-
30M B OTHOILIEHUU CUHKOMaJbHBIX cocTtosiuuii u BCC
Ha MPOTSKEHUH Tpex-deThblpex nokosieHui. Mccneno-
BaTeJIb OTMeYall, YTO MPHU MATOJIOr0aHATOMUYECKOM
BCKPBITHH BHE3AIMTHO yMEPIIUX UJIECHOB OMHCAHHBIX
cemeii Oblyla OOHapy KeHa JUiIaTamus MPaBbIX OTIEIOB
cepaua 1 aHeBpu3Marndeckoe BoingunBanue [10K, uro
Ha CErOJHAIIHUMN IeHb SABJISIETCA MATOTHOMOHUYHBIMU
npusHakamMu AKMII [6, 9]. Kpome Toro, Jlanuuzu BeI-
CKa3bIBAJ MPEATIONOKEHUS: «BromHe BO3MOXHO, 4TO
s 10 CHX TOp HaOIIOMall TONBKO B MPaBhIX KaMmepax
cep/ua, MOXXeT IPOUCXOIUTh U B IPYTUX pyciiax Kpo-
BU» [9], BEepOsATHO, UMEsI B BUY BO3MOXHOCTH IOpa-
skernst u JIDK ipu marHOM 320071€BaHUM.

APUTMOIrEHHAA ANCNNA3UA
MPABOIO XXEJTYOO4YKA

TlpunararenbHoe «apUTMOTEHHBINY» I ompese-
JIeHUs] KapAHOMHUONATHU ObLI0 BBeneHo DOHTeHHOM
1 MapkycoM B UX MEPBOHAYAIBLHOM OTYETE O CEpUU
MOJIOZBIX OOJIBHBIX C TPaBOXKETYIOYKOBOU TaXH-
kapmaueii [10].

B 1977 rony I'aii ®oHTEilH B X0A€ MHTEPBEHLU-
OHHOI'O JICYCHUS] YCTOMUMBOM >KEIyIOUYKOBOU Taxu-
kapauu (JKT) ¢ Mmopdostorueit 6J10Kabl JICBOW HOXKKHU
nmydka ['mca BOepBBIC ONMPEICHIII, YTO HCTOTYHUKOM
KA, NOMHMO THOHUYHBIX HOCTHIIEMHYECKHX 00Ja-
creit JIDK, moxker BoicTynats IIK [2, 10]. BmecTe ¢ TeM,
(hbpaHIy3CKHM BJIEKTPO(U3HOIIOrOM U €ro KOMaHJ0U
1o JaHHBIM 3ekTpokapauorpaduu (OKI) y nanuen-
TOB ¢ Takoi Mopdomorueit KT ObLTH BBISIBICHBI 30HBI
3aJ€P>KKU BOJHBI IEMIOJISIPU3ALUH B TPEKAPAHATbHBIX
koMIuiekcax QRS, onpenensieMbIX B HACTOSIIIEE BPEMS
KaK «3McuiIoH-BonHay [2—4, 10]. [Ipeanonaranock, 4To
MPUYMHON JaHHOTO JIEKTPOPU3NOIOrUISCKOTO SIBJIC-
HUS MOIJIA CTaTh CTPYKTYPHbIE U3MEHEHUS B CEpPALE.
Tak, B xoze onepanuu Obliia BeIsiBiIeHa Autatanus [1K
C MapaIoKCaIbHBIM JIBUIKEHUEM €r0 CBOOOIHOM CTEH-
ku 0e3 BossieueHust JIJK, a mpu BBIMIOJIHEHUH MPOCTOM
BEHTPHUKYJIOTOMHH OBLJIO OOHAPYIKEHO 3HAYUTEIBHOE
yMeHblIeHre Toamuabsl Muokapaa IDK ¢ coxpanenu-
€M TOHKOr0 CYORHJIOKapAuaIbHOTO CIIOS MHUOKapa
C YpE3BBIYAWHO TOJCTBIMHM W KUPOBBIMHU, U (PUOpPO3-
HO-KUPOBBIMU yuacTkamu [10]. B manmpHeiimem ru-
CTOJIOTMYECKNE HCCIENOBAaHUSI MHOKApPAA HALMEHTOB
C MPABOXKEIYJOUYKOBON TaxuUKapAued U CTPYKTYpPHOU
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naronorueit [DK monrBepaunu, 4To 3MCHIIOH-BOJIHA
BBI3BaHA 3aME/JICHHEM IPOBEACHUS B 30HAX PuOPO3-
HO-KUPOBOTO 3amerieHust muokapaa [10].

B 1982 rogy ®onTeiiH coBmMecTHO ¢ Mapkycom
coO0MmMIN yke 0 24 MOZOOHBIX CIydYasX B3POCIBIX
nanueHToB ¢ JXXT n aHeBpU3MATHUECKUM PEMOJIEITH-
poanuem [1K BcnenctBue (huOpO3HO-KUPOBOTO 3a-
memieHus muokapaa [11]. Ctout momuepkHyTh, YTO
AQHEBPU3MBI OBUTH JIOKAJIM30BAHBI B NMPUTOYHOM, BBI-
XOTHOM OTienax u Bepxytike [1JK — Ttak Ha3piBaeMoM
TPEYTOJIBHUKE TUCTLIa3UH.

[Ipeanonaranock, 4YTO MaHHBI CHUMITOMOKOM-
TJIEKC MOYKET OBITH CIIEZICTBUEM BPOXKICHHBIX KIJIETOY-
HO-IUCINIACTUYECKUX SBJICHUN, B CBA3HM C 4eM OBIJIO
MPEJIOKEHO TIepBOe Ha3BaHWE ISl 3TOTO 3a0o0JeBa-
Hus — «aucmiasus [1Ky» [8, 10]. IlpunaratensHoe
KE «apUTMOTICHHBIN» OBLJIO HCIOJIb30BAHO B CBSI3U
CO CKJIOHHOCTEIO 3a00eBanus k JKA BciencTue pyo-
[IEBaHUsI MHOKap/ia, KOTOPOE OMpeeNsieTcs Kak apuT-
MoreHHbIH cyocrpar [10—11].

[Tomumo crpykTypHbIX Xapakrepuctuk A/IIDK, mox-
pOOHOE OIMUCAHUE BICKTPOKAPIUOrPAPHUCCKUX OCO-
OeHHOCTeH ManyeHTOB ¢ JTaHHBIM 3a00JIeBaHUEM CTaJIo0
OCHOBOIIOJIATAFOIIUM JIJISl €70 TUarHOCTUKH. Tak, Obun
BBIJICJICHBI CJICAYIOIINE 3JIEKTpOKapArorpaduyeckre
KPUTEPHUU: UHBEPTUPOBaHHBIC 3yOlbl T B IPaBbIX Mpe-
KapIuaJbHBIX OTBEIEHUSX, MHUPOKHNA Komruieke QRS,
STICHJIOH-BOJTHA, TIO3[HUE TIOTEHITHAJIBI, YKEITYIOYKOBAS
skcrpacuctonust U JXXT ¢ mopdosnorueii Onokaapl 1eBoi
Hoxku mydka ['mca [11]. Caemyer mom4epkHyTh, UTO
JIAHHBIC KPUTEPUH ITPUMEHSIFOTCS 110 CEH JICHb.

APUTMOIeHHAA KAPOANOMWOMNATUA
MK

Baxxno ormeTtutsh, uto B 1979 Tomy Oblnmo mpen-
craBiieHO nepBoe onucanue ciayyas BCC ot AJIDK
Y MOJIOJIOTO MY>KYHHBI BO BpeMsl TEHHHCHOTO MaTda
B Mupano (Beneuus) [12]. Tak, mo JaHHBIM ayTOICHH
ObUTO OOHApPY)KEHO TpaHCMypajbHOEe (PUOPO3HO-KU-
poBoe 3amernienue cBoooaHoi cteHkn 110K, a mo OKI
MOJIOJIOTO YeJIOBEKa, BHITIOJHEHHOH eIlle MpH KU3HH,
3apeructpupoBana KT ¢ mopdornorueir 6iokaasl je-
BoM HOXKKU Tyuka ['uca [12].

CnenyeT TmMOMYepKHYTh, YTO HMEHHO WTa-
TNbSTHCKHME wuccnenoBarenu, uszydas BCC, BHeciH
Oonpmmiol Bkjan B monuManme AKMII [3—4]. Pe-
3yJbTaThl UX MOP(OJIOrHYECKUX HCCICAOBAHUN TO-
3BOJIMJIM ClIeJaTh BBIBOA O TOM, YTO TEPMHUH «IHC-
MJjas3us» HE TOYHO OTpakaeT CcyTh 3a0o0iieBaHMS.
Tak, B 1988 roxy TheHe ¢ coaBTOpaMu COOOIIVIIH O ce-
pun cnyuyaeB BCC, cBsa3aHHOM ¢ pU3MUECKON HArpy3-
KoM y Monoabix sroaen [12]. KnuHuueckas xapTuHa
MAIMEHTOB W IaTOJIOTOAHATOMUYECKHE OCOOCHHOCTH

M0 JaHHBIM THCTOJOTHYECKOI'O MCCIEOBAHMS YyKa-
3piBasIM Ha Hanuuue y Hux AJIDK. Tlo nanueiM pe-
TpocnekTuBHOTO aHann3a DKI, y BceX MmamueHToB pe-
TUCTPHUPOBAIUCH OTpHIIATEeNbHBIC 3yOIbl T B mpaBbIxX
npeKapAnaibHbIX 0TBeAeHUIX U JKA ¢ mopdonorueit
OJyiokajbpl JIeBOM HOKKHU myuka ['mca. BaxkHo orme-
THATh, YTO TPH TMATOJIOTOAHATOMHUYECKOM HCCIIeI0Ba-
HHHM cepla HapsAny ¢ GuOpO3HO-KUPOBBIMHU ydacTKa-
MH MHOKap/ia ObLTH BBISIBJICHBI THCTONATOIOT HYECKIE
MPU3HAKY Mporpeccupytomeii rudenn muokapaa 1K
C ouaramMu BOCHAJICHHUs, AeTeHepallii U HeKpo3a, 4To
CBHUJICTENILCTBOBAJIO O JABHOCTH TE4YeHHS 3aboieBa-
Hus [10, 12]. B manbHeiimeM rpynna yuensix u3 Ila-
Iyu nontsepauia, yto usMenenus B IDK mpu mannoi
KapJIHOMHOIIATUHN ABJISIIOTCS KOHEUHOW CTaguend Mej-
JICHHOTO JIET€HEePaTUBHOI'O MPOIecca, MO3TOMY TMOHSI-
THE «KapJUOMHOIIATHS MPEACTABISIIOCH Ooyee To-
XOmsmmM Juist o0o3HaueHust 3aboneBanus [10]. [lpu
9TOM JUIsl ompenencHusl (EeHOTUIa 3TOH KapAHOMHO-
naTuu ObLIO TPOJOJIKEHO HMCIONb30BaHUE TEpPMHUHA
«ApUTMOT€HHBIN», TAK KaK OCHOBHBIM KIMHUYECKUM
NPOsIBIICHUEM SIBISLIIUCH JKA.

Kpome Toro, mocnenyroliue OTKPBITUA TOrO, 4TO
3a00JICBaHNE YacTO TEHETHYECKH ICTEPMHHHPOBAHO
1 BBI3BAHO /1e(heKTOM I'eHOB, KOIUPYIOMINX CepACUHBIC
JIECMOCOMAITbHBIE OeKH, IPUBENO K 0OJee MOaX0/s-
meMy ob6osHauennio — AKIDK, u opuumansHOMy
BKJIFOYCHHIO €€ B KJacCU(PHUKAIHUIO KapIUOMHUONATHH
BcemupHhoii opranu3zanuu 3apaBooxpanenus [1].

APUTMOIeHHAA KAPANOMUNOMATNA

[lepBonauansHo knaccmueckuid penorun AKMIIT
OIMCHIBAJICSI PAaHHUM W TPEUMYIIECTBEHHBIM IOpa-
skenrem IDDK mpu OTCYTCTBUM WIJIM JIMIIb HE3HAYM-
TenbHOM BoBieueHun JIK, uTo pacueHuBajoch Kak
nporpeccupoBaHue camoro 3abonesanus [3—4]. OngHa-
KO C pacUIMpeHHeM IeHeTHYEeCKUX 3HaAHUN U C TOsB-
JICHWEM COBPEMEHHBIX METOAOB BU3YyaJIN3aIllH, B TOM
yucie BHenpenueM MPT cepana ¢ KOHTpacTUpOBaHU-
€M B KJIMHMUYECKYIO TPAKTUKY, ObLIO 00HAPYKEHO, YTO
y 4acTH MaIMeHTOB HAOIIOaINCh JIEBOJOMUHAHTHBIE
dhopmel 3a001eBaHus. B HacTOsIIIIEe BpeMs 110 JaHHBIM
MUPOBOI JTUTEPATyPhl U3BECTHO, YTO nopaxkenue JIDK
nocturaet 10 50 % cayuaeB [3—4]. [Ipuznanue cyie-
CTBOBAaHHUS JICBOJIOMUHAHTHOH (B OTCYTCTBHE IOpa-
xenus [1DK) 1 OuBeHTpHUKYISIPHON (HOPM pacHIPHIIO
(heHOTHITHYECKUI CHEKTp JaHHOW maronoruu. Tak,
B 2019 romy pabouas rpymma OOmiecTBa cepaedHOro
puTMa opHUIMATBFHO MPUHsIA OOIUK TEpMUH, Oolee
LIMPOKUH A sToro 3aboneBanust — AKMII, o6we-
TUHSIOMNNA Bce Tpu henotumna [3—4].

BaxxHO HOAYEpPKHYTH, UTO COIVIACHO MEXJyHa-
ponHOMY KoHCceHCycy B oHsTHe AKMII Ob1nu BKITFO-
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YeHbI HE TOJIBKO TeHeTHUYecKHe (HOopMBbI 3a00JIeBaHMUs,
HO U MpuoOpeTeHHBIE (PCHOKONNH), TAKKE HMEIOLIUE
THIUYHbIC (DEHOTUIIMYECKHE OCOOCHHOCTH B BHJIC
HAJIMYUsl HEMIIEMUYECKOro pyOlla MHOKapJa Keiy-
TOYKOB [3].

Takum o6pazom, Tepmua AKMII ObL1 3HAYHTETHHO
paciIMpeH 3a c4eT BKIIOUYEHHsI B Hero (DeHOTHITNYECKON
Y 3THOJIOTMUECKOMN KJTacCU(PUKAIMK 3a00JICBaHNUSI.

COBPEMEHHDIE NMPEACTABJIEHUA
OB AKMIN

Ha npotsikeHnr HEeCKOJIbKUX JECATHIETUN YUYEHbIe
U KIMHULIMCTBI Kcnosib3oBasin TepMuH AKMII, npen-
rojiarasi IIepBUYHO «PYOILIOBOE» W BTOPUYHO «APUTMO-
TeHHOE» MOopakeHHe Muokapja. B Hacrosiee Bpems
HIMPOKO OCHIAPUBAETCS] YMECTHOCTD NMPUMEHEHHS OTIpe-
JENICHNAS] «apUTMOTEHHASD» KapAHOMHUOTIATHS, TTOCKOIb-
Ky BCE KapIMOMHONIATUHU MOTEHLNAIbHO apUTMOICHHBI.

Kpome Toro, cxokecTb CTPyKTYypHBIX M3MEHEHUN
B MUOKapje B BUJAC AWIaTalMu/IucPYHKINN TOTO H/
WJI MHOTO KeJIyJJouka ¢ APYTHUMH KapAHUOMHUOMIATHS-
MM, B YACTHOCTH C JIUJIaTaIlMOHHON, TPU KOTOPOH JTaH-
Hble U3MEHEHUsI He CBA3aHbI ¢ (puOpo3oM MHOKapna,
3a4acTylo MPUBOJAUT K MMyTaHuLe NoHATHI. Hecmotps
Ha TPUHATHIM KOHCEHCYCHBIM aokymMeHT mo AKMII
ot 2019 rona, B muTepaType Mo-MpekHEMY HCIOIb30-
BAJINCHh TEPMHUHBI «JieBogoMuHaHTHass AKITK» u «0ou-
BeHTpukyisipHas AKITK» nns o0o3Havuenust Hacie-
cteenHoit AKMII ¢ mopaxkenunem JIK [3—4, 13-14].
B cBsi3u ¢ aTHM, BO n30ekaHue AalbHEHIIeH myTaHu-
1bl, TpyIIma uccienopareneit u3 [lagyun npemyioxuina
WCIIOJIB30BaTh HOBOE TOHATHE /sl 3a00JeBaHUS —
«pyO10Bas/apuTMOTeHHAs KApAUOMHUOTIATHUS, B KOTO-
POM KapJIMOMMOIIATHIO OMPEEIISIOT He JIOKaTn3alus,
aHanu4uue pyomoB Muokapaa [ 15]. YkazaHHbIN TepMUH
OB TIPEUIOKEH ISl TOTO, 9TOOBI OJYEPKHYTh, YTO
(heHoTHIT 3200I€BaHUS XapaKTEPHU3YETCs MPEKIE BCe-
o OTepeil MUOKap/1a JKEITYyJOYKOB H3-3a THOSIN MHO-
LUTOB € MOCIEAYIONINM ero 3ameleHueM Guopo3Hoit
nii GuOpPO3HO-KUPOBOKH pyOIOBOH TKaHbIO [15-16].
W umenHo pyOreBaHne MuOKapnaa Ipenpacrojaraer
K MOTEHIUAIbHO JeTaIbHBIM JKA U JIeKUT B OCHOBE
HapyIIEHUS! CUCTOJINYECCKOH (YHKIHMU IKEITYTOUYKOB.
Pexomenmanmu ESC 2023 rona mo jge4eHuIo Kapauo-
MHONATH

Pabowass rTpynma momuepkHyna, UYTO TEPMUH
AIDK/AKIDK nepBoHayaibHO MCTONB30BAJICS KIU-
HUIUCTAMHU JI0 3MOXU F€HETUKU U puMeHeHnuss MPT
cepllia ¢ KOHTPACTUPOBAHUEM JJIsl OMMUCAHUSI HOBO-
ro 3aboyieBaHHS CepAlla, MOPAXKAIOIIETO MPEUMYIIe-
ctBeHHO [10K, BeaylmuM KJIMHUYECKUM MPOSBICHUEM
KOTOPOTO OBIJIO BO3HUKHOBEHHE 3JI0KAQUECTBEHHBIX
KA [17]. Kpome Toro, nccienoBaTesln aKlEeHTHPOBAIIN
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BHUMAaHUE Ha BaXXHOM 3HaueHUU KA Kak TMarHOCTU-
YECKOT'o KpacHoro (hjara v mporHoCTUYECKOro MapKe-
pa I psiaa KIMHAYIECKUX (DEHOTHUIIOB 3a00JIeBaHMS.
OnHako OBLIO MTPU3HAHO, YTO MCIIOIB30BAHKE OOIIETO
tepmuna AKMII s onpeneneHust KapAUOMHUONATUN
HE OTpa)kasio Obl KJIIOUEBOr0 (PEHOTHUITHYECKOTO MPH-
3HaKa 3a00JeBaHUs — HAJIWYHSA PyOIIOBBIX M3MEHE-
HUIl B MHOKapJe.

UroObl m30ekaTh JIBYCMBICICHHOCTH TEPMHUHO-
JIOTUH, ObLIO PEKOMEHJJOBAHO KCIIOJ30BaTh IOJXOJ
K KJacCH(HUKAIMU U TUATHOCTUKE KapUOMHUOINATUH,
OCHOBaHHBIN Ha MOP(OIOTHUECKUX XapaKTePUCTUKAX
1 QYHKIIMOHAIIBHBIX acrniekTax [17].

Tak, B kontekcte AKMII otnenbpHO BEIJIEICHA
AKMIIITX ¢ npeumymiecTBeHHBIM ropaxenuem 110K,
JTaXKe TIPU HAJIMYHH OMBEHTPUKYIISIPHOTO TIOPAKCHUS.
Crout ormeTuTh, 9To perornnm AKMII IDK, cormac-
HO PEKOMEHJALMSM, ONPENesiCd KaK Haludyue au-
nataiuu u/mnu quchyukuuu [DK npu npucyrcrBum
TUCTOJIOTUYECKUX U/UJTH DIIEKTPOKAPIUOrpaduIeCKUX
kputepueB [18]. TeM caMbIM erie pa3 MmoadYepKuBaach
BeAyIas posib (hHOPO3HO-KHPOBOTO 3aMeIIeHHs B (he-
HOTHIIE 32a00JICBaHUSL.

AKMII JI)XK otHecena yxe K HOBOW TpyIINe Kap-
JTMOMHOIIATHI, KOTOpAasi ONMpeAeIeTCs KaKk HeauIaTa-
nuoHHas kapauomuonatus JIK, xapakrepusyromascs
HaJlM4YUeM WM OTCYTCTBHEM CHUCTOJIUYECKOH IuC-
(DyHKIIMY ¥ HAJTUYHEM HEUIIEMHUYECKOTO PyOIleBaHUs
uiu xxuposoro 3amenieHus JOK.

3AKJTIOHEHUE

Hecmorps Ha pacrtymue 3HaHUS B HM3yYEHUU
AKMII, no cux mop ocTarTcs IUCKYTaOeIbHBIMH
BOIIPOCHI B OTHOLICHNWHU IMOHMMAaHUS JaHHOTO 3aboie-
BaHHUA. 3a TOCJIEHNE HECKOJIBKO ACCATHIICTUN Oblia
NpEeANpPUHSTa TMOMBITKA CMEIIEHUs KJINHUYECKOH
napagurMel OoT Oosee «yskoro» monsitus AJIITK/
AKIIDXK, mogpazymeBaronero reHeTHUecKn J1eTepMHu-
HupoBaHHOe 3aboneBanue [IDK, x Oonee «mmpoko-
Mmy» — AKMII, BkitovaromeMy B ceOsl pa3auvHbIe
(eHOTUIIMYeCKe U DTHOJIOTHYECKHE BapHaHTHI 3a-
OoseBaHus. Mcnoiab30BaHUE ONPENECIICHUS! «aPUTMO-
TeHHBII» HE OTpPa)XkaJlo CyTH 3a00JIeBaHHUsA, B CBA3U
C YeM JlaHHas KOHLEMIMsS BbI3Baja psij MPOTHUBOpE-
YU U CIIOXKHOCTH AU (epeHInanbHON JUarHOCTUKH
CXO0XKHUX Kapauomuonaruil. B Hacrosmee Bpems npu
ncnosb3zoBanuu trepmrHa AKMII cnenyet noHumars,
YTO OTIMYUTENBHON 4epTOil 3TOM KapAUOMHOINATUH,
HE3aBUCHMO OT 3THOJOTHYECKOTO (PakTOpa, SBISETCS
Mpesk/e Bcero Hannuue GpruOpo3HO-KHPOBOTO 3aMellie-
HUsI MUOKapja (HeWIeMHUYecKoro pyoOiia) jr0oro u3
KEJTyJOYKOB, CIIyXalllero B KauecTBe cyOcTpara AJis
BO3HHKHOBEHHMSI ONIACHBIX I XKU3HH JKA.
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