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0630p NOCBALWEH anrKanbHoOW runepTpoduyeckon kapgrnomronatum (F(KMIM), npeactasnsAtoLLe OTHOCUTENbHO PefKMI
eé deHoTmn. PaHee cuntanoco, 4to anunkanbHaa FKMI nmeeT 6naronpuATHLIN NPOrHO3, HO HeflaBHME NCCIefOBaHUA NPO-
LEMOHCTPUPOBANM MOBbIWEHHbIN PUCK Pa3BUTUS paTasibHbIX apPUTMIIA 1 BHE3AMHOW CepAeYHOl CMepTr, 0COBEeHHO cpeau
NOKWUJTbIX MALMEHTOB, XXEHLLUUH 1 UMEIOLLMX CONYTCTBYIOLLME NAaTONOMMN, TaKMe Kak apTepuanbHas rmnepTeH3mna 1 CaxapHbIil
punabert. AnnkanbHaa FTKMIT yalle pernctpupyeTcs B cTpaHax A3uu, XOTA TAXENOe TeYeHne U HebnaronpuATHbIe UCXOAbI He-
penko HabnoaaloTcA y naumeHToB cTpaH EBponbl 1 CeBepHON AMepuKn. [laHHbI GeHOTUN XapaKkTepusyeTca runepTpoduen
MUWOKapZa BePXYLKM cepaLa, YTo NPUBOANT K YMEHbLIEHUIO MOIOCTY IEBOTO »KeyAoUKa, CHUXEHWIO YAapHOro o6béma u
Junactonmyeckomn anchyHKumn. bonbHble ¢ anukanbHoi FTKMIT 06bI4HO NpeabaBAAIOT XKanobbl Ha 605b B rpyAHON KNeTKe,
OfblILLKY 1 cepaLebuneHmne. InarHo3 OCHOBbLIBAETCA Ha JaHHbIX PA3/IYHbIX METOAOB UCCIef0BaHWSA, CPeMN KOTOPbIX peLuatoLiee
3HauyeHVe OTBOANTCA MeTOAaM BU3yanun3aumm, Takum Kak sxokapguorpadus n MarHUTHO-pe3oHaHCHas Tomorpadus cepaua.
Ina annkanbHoi FTKMI xapakTepHbIM NPrY3HAKOM CUMTAETCA BbIABMIEHME KOHOUIYpaLM NONOCTY JIEBOMO XeslyaouKa B KOHLe
CUCTONbI MO TWMY KaPTOUHOW MaCTV «MKW». JleueHue BKtouaeT papmMaKkoTepanuio C MCNonb3oBaHKEM 3-agpeHob10KaToposB,
610KaTOPOB KaNbLMEBbIX KaHaNoB, NHIMOUTOPOB KapAuanbHOro MUO3MHa 1 XMPYPryecKne BMellaTenbCcTea. Hegoctatok
nHdopMaLmn o HebnaronpPUATHbLIX NPOrHOCTUYECKNX haKTopax, OTCYTCTBME cneLmdnyecknx KIMHNYECKNX JaHHbIX 1 CI0X-
HOCTW UHCTPYMEHTaNbHOW AMAarHOCTUKN NOAYEPKMBAIOT akTyaNnbHOCTb U3y4YeHWsA Npobnembl anmkanbHoi FTKMIT.

Kniouesole cnoea: runeptpoduueckas KapamommonaTtis, anvkanbHas, GeHOTHM, aHEBPM3Ma, IXOKapanorpadpus, BHe-
3anHana ceppeyHas cMepTb, MUOSKTOMMA.
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The review provides information about apical hypertrophic cardiomyopathy (HCM), which is a relatively rare phonotype of
HCM. Previously, it was believed that apical HCMP has a favorable prognosis, but recent studies have demonstrated an increased
risk of fatal arrhythmias and sudden cardiac death, especially among elderly patients, women and those with comorbidities
such as arterial hypertension and diabetes mellitus. Patients with apical HCMP complain of chest pain, shortness of breath
and palpitations. The diagnosis is based on data from various investigation methods, among which imaging techniques
such as echocardiography and cardiac magnetic resonance imaging are crucial. For apical HCMP, a characteristic sign is the
identification of the configuration of the left ventricular cavity at the end of the systole resembling to the type "Ace-of-spades".
Treatment includes pharmacotherapy using beta-blockers, calcium channel blockers, cardiac myosin inhibitors and surgical
interventions. The lack of information on unfavorable prognostic factors, the lack of specific clinical data and the complexity
of instrumental diagnosis emphasize the relevance of studying the problem of apical HCMP.
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BBeaeHue

F'nneprtpoduyeckas KapaUOMHOINATUS
(’KMII) — reHeTH4YecKHU 00yCc/10BJI€HHOE 3a60J1eBa-
HUe MUOKapAa, XapaKTepu3ylolleecs: runepTpodu-
el Muokapa JsieBoro xenayaoudka (JIXK) u/unm npa-
Boro xkesypouka (I1XK) gamuie acuMmMeTpudeckoro
XapaKTepa 3a CYET YTOJILIEHUS MEXIKENYJOUKOBON
neperopoaku (MXKII), 4To He MOXKeT 06bACHATHCS
HCKJIIDYUTEJBbHO NOBBIIIEHUEM HAarpy3KHU JaBJie-
HUEeM, U BO3HUKalolee NPU OTCYTCTBUU JIpyroro
CcepAeyHoro Uiu CUCTEMHOTO 3a60JieBaHUs, MeTa-
60JIMYEeCKOT0 UJIM NOJIMOPraHHOTO CHHAPOMA, CBS-
3a”HHoro c runeptpoduei JIXK (IVIXK) [1-3].

['KMII xapakTepusyeTcs pa3JM4YHbIMU peHOo-
TUIIAaMU runepTpodryeckor akcnpeccuu [3-5],
OZJHUM U3 KOTOPBIX ABJfAeTcda anukanabHasa 'KMII
(ACKMII) waum cunapom Yamaguchi. [Tpu ATKMII
runeptpodusi oxBaTblBaeT MHUOKapJ BepxXyll-
ku JI2K, npu 3TOM yMeHbLIaeTcd moaoctb JI2K ¢
dopMUpOBaHUEM €€ 1O TUIY KAPTOYHOW MaCTHU
IMUKWUY», IO JJAHHBIM BU3YyaJM3alMOHHbBIX METO/L0B
vcciaegoBaHud [6]. JlaHHbINA peHOTHUI, KaK NpaBU-
JIO, He CONPOBOX/AaeTcsl 06CTPyKIMel BbIHOCsIIe-
ro TpakTa JIXK (BTJIXK) u acconuupyeTcsi ¢ puckom
pasBUTHUSA MUOKapAHUaJbHOro GUOP0O3a, BepXylley-
HbIX aHEBPU3M U allMKaJbHOTr0o TpoM6o3a [4, 7, 8].
CeoeBpeMeHHasa guarHoctuka AKMII saTpysHeHa
B BU/ly HEZIOCTaTOYHOU OCBEeJOMJIEHHOCTH Bpayel,
HecneudUYeCKHUX KINHUYECKUX NPOsIBJIEHUN U
HepeaKo HEMHPOPMATHUBHOCTBIO JJAHHBIX TPaHC-
TOopakaJbHOU 3x0Kapauorpadpuu (3xoKrI') [7, 9].
B oTeyecTBeHHOH JIUTEpPATYpPe UMEIOTCS €JUHUY-
Hble ny6JuKanuy, nocsénubie ATKMII, onu-
ChIBalollMe B OCHOBHOM KJIMHU4YECKHE caydau [7,
10, 11]. Liesbto 0630pa SBJISAETCS OCBELEHHE BO-
IPOCOB 3MUJAEMHUOJIOTHH, TATOTeHe3a, KJINHUKHY,
JUArHOCTHUKH, CTPAaTUPUKALUU PUCKA U JeYeHUs
ATKMII.

ANMuaeMHu0JI0Tusa

Hau6osee yacto ATKMII peructpupyetcs B
cTpaHax BocToyHoU A3uu, Ha KOTOPYIO MPHUXO-
autcsa 35-40 % caydaeB 'KMII. CuuTtaeTtcs, 4To
3TOoT GEeHOTUIl MeHee PAaCIpPOCTPaHEH B CTpaHax
EBponbl u CeBepHoil AMepuku: y 3-10 % 60J1bHBIX
'KMII [7, 12, 13]. [lo HalIMM AaHHBIM, MTOJY4YeH-
HbIM npu IxoKT'-uccaenoBanuu 295 nayueHTOB
c ’KMII, anukanbHbId PpeHOTUN BCTpedascs B 9
cay4dasx (3,1 %) [4]. ATKMII yawe Ha6aofaeTcs
y MY>XYHH, YeM Yy XKeHIIUH (B COOTHOLIEHUU OT
1,6 1o 2,8:1), 1, Kak NMpaBuUJIO, AUATHOCTUPYETCS B
cpesHeM Bo3pacTe [14]. B HameM uccieoBaHUU
COOTHOLIEeHHe MY>4YHH K xeHIUHAM ¢ AKMII co-
craBuJio 2,33:1.

FO>kHO-POCCUICKUI XypHan TepaneBTUYECKOW MPaKTUKU
South Russian Journal of Therapeutic Practice
2024;5(2):6-16

lFeHeTH4Yeckue n3meHenus '’KMII

FKMII — 3aboJsieBaHUe, HacjeayeMoe IO
ayTOCOMHO-OMHUHAHTHOMY THIIy C IIMPOKOW BO3-
pacTHOU NeHeTpaHTHOCThIO. Ha cerogHAmIHUMN
JeHb 3aperucTpupoBaHo 6oJiee 1500 myTanui B
6oJsiee yeM 15 reHax, KOAUPYOIINX GYHKIMOHATIb-
HbIe U CTPYKTYpHbIe 6eJIKu capkoMepa [15]. Haubo-
Jiee pacnpoCTPaHEHHBIMU SBJISIOTCS MyTal U Te-
HOB Tskés10U nenu 3-muosuHa (MYH7) 1 MMO3UH-
cBs3bIBamwoliero 6eska C: 10 70 % Hac/e1ICTBEHHbBIX
MyTaluH, BbisiBJasseMbIx mpu 'KMII [16].

[eHeTHYeCcKHe aHAJIU3bl, OCHOBAHHbIE Ha UC-
cJieloBaHUSAX Hebosbou nonysasaiuu ¢ ATKMII,
BBISIBUJIA CKJIOHHOCTb K MyTauuam ACTC1, ofHako
B CaMO# KpPYIMHOM Ha CErofHSLIHUN JleHb KOropTe
MalUeHTOB C reHeTUYeCKUM TeCTUPOBaHUEM Ha
'KMII, anukasbHasa ¢popmMa yalle BCero acComuupo-
BaJlach ¢ MyTauusiMu B MYBPC3 u MYH7 (1o 33 %),
YTO xapaKTepHo s nanueHToB ¢ [KMII B nesiom
[14].

[Ipu BeIABAeHMU 'KMII pekomMenayOT IpOBO-
JAWUTb TreHeTUYeCKUH aHa/u3 y NalueHTa U poJ-
CTBEHHUKOB IepBOM JIMHUMU. JIHLIa € MOJIOKUTENb-
HbIM pe3yJIbTaTOM reHeTHYeCKOI0 TeCTHPOBaHUS,
HO 6e3 CTPYKTYpPHbIX U3MEeHEHUH cepALa, HyX-
JAI0TCA B IOCTOSIHHOM MOHUTOPHWHIE, KOTOPbIX
BKJIIOYAeT 3JieKTpokapauorpadpuyeckuit u 3xoKrI'-
CKPUHUHT KaxK/Jble 3-4 roja Ji/1s1 B3pOCJIbIX U KaX-
able 12-18 mecsueB aada getel. Jluna c oTpuna-
TeJIbHbIM pe3y/IbTaTOM He TPeOYIOT JajbHellliero
Habuogenus [17, 18].

IlaTopusuosoruyecKkue 0CO6eHHOCTU

Mopdosorudyeckrve ¥ pyHKIIMOHAJbHbIE U3Me-
HeHUs, cBsI3aHHble ¢ AKMII, npuBOAAT K CJI0KHBIM
B3aUMOCBSI3aHHbIM NaTOPU3UOJOTUUECKUM COOBI-
TuaM (puc. 1).

Kak npaBuio, aas ATKMII He xapaKkTepHBbI 06-
ctpykuusa BTJI?K u MuTpanbHas perypruranus.
YTosnmeHnue cTeHOK Bepxywku JIXK npuBoauT K
yMeHBbLIEeHHUI0 JuacTondeckoro oobéma JIXK u, kak
CJIeICTBUE, K YMEHbUIEHHUIO CEPAEYHOT0 BbIOpOCa,
4YTO 06YC/IOBJIMBAET CHU)KEHUE TOJIEPAaHTHOCTH K
dusnvyeckoi Harpyske U nosijaeHue oabimku. [JIXK
NPUBOAUT K MLIEMUH MUOKapZa HapsAy ¢ GopMu-
pOBaHHEM WHTEPCTHUIIMAJBHOTO GUOpPO3a, OTBET-
CTBEHHOTO 3a YBeJHYeHHeE KECTKOCTU MUOKapAa.
OTMmeyeHHbIe u3MeHeHUs B JIOK npuBogAaT K gua-
CTOJIMYECKON AUCPYHKLUHY, TOMUMO MOBBILIEHUS
JAayeHus HanoJsHeHud JIXK. U3meHeHue faBieHus
HanosiHeHUs JIXK MoxeT npuBecTH K guaaTaluu
seBoro npeacepausa (JII1), 4To yBeJUUYUBaAET PUCK
BO3HUKHOBeHUA GUOPU/LIALUN NpeAcepAui. YBe-
JIMYEeHUE TOJUHBI allUKaJbHbIX CTEHOK MOXKET
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PucyHok 1. [lato¢pu3nosiornyeckue 0co06€eHHOCTH aNMKaJAbHOU runeprpoduyeckoii kapanomuonaruu (AFKMII)
(aganTupoBano u3 M.F. Jan et al. [18]). ATKMII — anuka/ibHasi runeprTpopuyeckas KapAuoMUuonaTus.
Figure 1. Pathophysiological features of apical hypertrophic cardiomyopathy (adapted from M.E Jan et al. [18]).

C03/1aBaTh rPaJiMeHT AaBJEHUSI HA YPOBHE cepe -
Hbl JI)K, crioco6cTBYs1 GOpMHUPOBAHUIO XapaKTepHOU
st ATKMII anukanbHOM aHeBpu3Mbl [13, 19].

3HaveHuda ¢pakiuu Beibpoca (PB) JIXK kak
OCHOBHOTO IapaMeTpa r;106aJbHON CUCTOJINYeCKON
GYHKLIMH 06bIYHO HOPMaJlbHble UJIY MOBbILLIEHHBIE.
PervoHapHble HapylleHUs [BMXKEeHHUS allMKaJbHbIX
cerMmeHTOB JI2K xapaKkTepus3yOTCA TMIIOKUHE30M,
aKMHEe30M U Jlake JUCKUHEe30M 0COOEHHO NpHU Ha-
JIMYMHU allMKaJbHbIX aHeBpu3M [18]. Kpome Toro,
OTMeYaeTCsl 3HaUUTeJIbHOEe CHIDKEHHUE aluKaJIbHON
poranuu u ckpyuuBaHus JI2K ¢ yTpaToit paHHero
JAHacTOJIMYECKOT0 npucachiBawlero agpdekxTa.
CpeanexenynoukoBas o6ctpykuus (CXO) Hapaay
¢ obsutepanueit nosoctu JIXK saBAAOTCS yHUKAb-
HbIMU PpeHOMeHaMH, XapaKTepHbIMU A AIKMIL.
B TSDKENBIX caydasx o6JuTepalus MOJIOCTHU MPo-
JoJsbkaeTcsd B a3y JUACTOJIbI M aCCOLUUPYETCH C
MosIBJIEHUEeM Napaf0KCaJbHOr0 JUACTOJIUYECKOTO
Toka (I[IAT), anukaabHbIX aHEBPU3M U XYAIIUM
nporHo3om [18, 20]. [IAT npu AI'KMII o6ycyioBJieH
BHYTPUKEJY[04YKOBbIM I'PaIUEHTOM U BBITJIAAUT
KaK CTpYsl, OpUEHTHPOBAHHas OT BEPXYIIKU K OCHO-
BaHuto JIXK, Bo BpeMs ¢a3bl paHHEro Auactojuye-
ckoro HanoJiHeHUs. [lonarawT, yto Hanuyue [IAT
COIPSKEHO C MOBBIMIEHHBIM PUCKOM CHUCTEMHBIX
3M60J1UH, HapylleHueM MUOKapAuaabHOU nepdy-
34U U KeJTy[L04YKOBbIMU apUTMUSAMH, YeM IIPOCTO
ob6uTeparus nosocty JIXK [18].

B naToreHese ¢popMHUpPOBaHUA allUKAJIbHOU
aHEBPU3MbI IPUHATO BbIJEJAATh HECKOJIBKO CTa-
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Aui. B nepByto cTaiuio0 NPOUCXOAUT 06JIUTEPALUS
anuKaJbHOU YacTy noJsoctu JIXK B cuctosy 3a cuér
runeptpodun CTEHOK MUOKapZa. B nanbHeliem
anuKajJbHas LeJib PaclIupseTcsl B CUCTOJY, YTO
06YCJIOBJIEHO C OJJHOU CTOPOHBI MPOKCUMaJIbHOU
06CTpyKLUel rTunepTpoPUPOBaAHHBIX CETMEHTOB,
C Ipyrod — CHHWXKEHUEM COKPAaTHUMOCTH JAUCTaJb-
HbIX OT/eJIOB TUIepTpodUPOBAHHOTO MUOKap/a.
W HakoHell, B TPEThIO CTaAUI0 OTMeYaeTCsl TPaHC-
dopmanusa anuMKasbHOH 1leJU B BhINSTYUBAHUE,
YTO B KOHEYHOM HUTOre NPUBOAUT K PA3BUTHUIO
anvKaJbHON aHeBpU3MEbI [14]. AlMKa/ibHas aHEB-
pusma popmupyetcs 6oJiee 10 jieT U IPUBOAHUT K
YXYALIEHUI0 KJIMHUYeCKOro TeyeHUs 3a60JieBaHUs,
o6ycaossaeHHoro [T [21].

KimHnyeckue nposiBjieHUA

K HauboJiee pacnpocTpaHEHHbIM KJIMHUYECKUM
cumntomaMm AIKMII cieayeT oTHecTu 60J1b B I'py-
[IM, OABIIIKY PH Harpyske, y4alieHHoe cepanebue-
HUE, 06MOPOKH, 061110 CJ1a60CTh. ITU KaJ100bI CBS-
3aHbl C TAKUMHU PaKTOpaMU KaK Cy>KeHHe MPOoCcBeTa
WHTPaMHOKapAHUaJbHbIX apTepUH, YMEeHbLIeHHEe
KOJIMYeCTBa KallUJIJIIPOB U NPOXOXKAeHHe KOpoHap-
HBbIX apTepuil B ToJille MUOKapAa (coronary artery
bridging) [22]. Umemus muokapaa npu AIKMII
MOXeT HacCTynaTh 6e3 NpU3HAKOB aTepPOCKJIepo-
THUYECKOI0 MOpaXKeHUsI KOPOHAPHBIX apTepui, 4YTO
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06yCJIOBJIEHO MHUKPOCOCYZUCTBIM MOPaKeHUEM.
B peTpocneKTUBHOM HCCJIeJOBAHUH, BKJIOYABIIEM
208 nauunenTos ¢ ATKMII, guckomopT uiv 6056 B
IPYAHOU KJ1eTKe oTMedanuch y 91,8 % nmanueHTOB,
y4alieHHoe cepauebuenue — y 30,8 %, ofbliika
npu pusndecko Harpyske — y 10,6 %, npego6Mmo-
poku/o6Mopoku —y 7,2 % [23].

Kak gnsa 6osabHbIx ¢ TKMII B 11eJ10M, Tak U A5
eé anvKaJbHOro ¢peHoTHUIa HauboJsiee OIaCHBIMHU
OCJIOXKHEHHUSIMU SIBJISIIOTCS TPOMO03MOOIUYECKUE
COOBITHS, XKeJIYJ0UKOBble TaXHapUTMHUHU U BHe3all-
Has cepieyHas cMepTh (BCC) [24]. }KusHeyrporxka-
ronye ocaoxkHeHuss ATKMII pasBuBaroTcs npuoJu-
3UTEJbHO ¥ TPETH MAllUEHTOB, B CBSI3U C YEM, CBO-
eBpeMeHHas AUAarHoCTUKA UrpaeT BaXKHYIO POJIb B
TaKTHKe BeJleHUs TaKUX 60JIbHBIX [25].

Jlmarsocruka

JlaHHble 06'b€KTHBHOI'0 OCMOTpA NalMeHTa,
naJibnanuy, NepKyCCUU OO6BIYHO He MO3BOJISIOT
3anogo3puTb A'KMIL. [Ipu ayckynbTaluuu MoxxeT
BhicaylIuBaThcs A ATKMIT yeTBEpThIN TOH, KO-
TOPBIN OTpakaeT HapyllleHue AUaCTOJUYEeCKOU pe-
Jlakcanuu [12, 25].

Inekmpokapduozpagdus. IneKTpoKapAuorpa-
dudeckoit ocobeHHoCcThI0 AT'KMII ABASITOTCA BOJIB-
Ta)kHble Npu3HakKu [JI?K ¢ rMraHTCKUMU OTpULLA-
TeJibHbIMU 3y61aMu T (210 MM), 0COGEHHO B JIEBBIX
IPYAHBIX OTBeJeHUsX. [Io JaHHBIM McCIef0BaHUH,
npuMepHo y 90 % 6osbHbIX ATKMII 06HapykuBa-
I0TCSl OTpULATe/IbHbIe 3y61bl T, IpU 9TOM r'MraHT-
ckue 3y61pl T — B 11-47% caydaes [26, 27]. CuuTa-
eTcs, YTO CTelleHb UHBepcuU 3y6ua T koppeaupyeT
C BbIPQ)KEHHOCTbIO aluKa/JbHOU runepTpoduu [28].
L. Kang et al. [26] 06Hapy>KUJIU TUTAaHTCKHUE OTPHU-
naTesbHble T 32 HECKOJIBKO JIET 10 0GHAPYKEeHUs
runepTpoduu B anMKaAbHOU 06/1aCTHU. ABTODPHI 0-
JIaraloT, YTo NpuMeHUTebHO K ATKMII anekTpodu-
3M0JIOTHUYECKHEe U3MEHEeHUsl BO3HUKAIOT 3a/10JIT0 10
runepTpodUIEecKOro peMoJeJMpoBaH1s MUOKapAa.

WMeloTca faHHble, CBUETENBCTBYIOLIME 06 YA~
auHeHuu cerMeHTa QT y manueHToB ¢ ATKMII u
BepXyLIeYHbIMU aHeBpHU3MaMU. TakuM mareHTam
cjiefiyeT ¢ 60JIbIION OCTOPOXXHOCThIO HAa3HAYATh
npenaparThl, BAUSIOLKEe Ha NPOAO/LKATENbHOCTD QT
Y CKOPOCTb NPOBeJEHUS BO30OYK/IeHHS 13-3a BEPO-
SITHOCTU Pa3BUTHS apUTMUU 110 TUIy re-entry [29].

Ixokapduoepagus u donnaepozpadus. B coBpe-
MEHHOH KJIMHUYECKOH MpaKTHKe TpaHCTOpaKalbHast
IxoKI sBJyisieTcs OCHOBHBIM METOJIOM JUArHOCTUKU
ATKMII B cuiy eé uHGOPMaTUBHOCTH, HEMHBA3MB-

NuHwns:

anvHa = 3,19 cm

PucyHOK 2. AnlMKa/ibHasA runeprpodpuyeckas KapaguomuonaTus. A. B o6/1acTu BepXyLIKH JieBoro xeaygouka (JIXK)
OTMevaeTcs NJI0X0e pasrpaHuYeHHe 3HA0Kap/a U M0JI0CTH cepana. B. Iloc/ie BBeAeHNA KOHTPACTHOTrO BelleCTBA YeTKO
BUAHBI 0OYePTaHUA 3HJ0KapAa BepXylIKU (0OTMe4YeHO cTpejIKaMH). BelpaxkeHHas runepTpodusa anukaibHOH cTeHkH JIXK
(rommuHa 3,19 cm). ITK — npaselii xkesyaodek; IIII — npasoe npeacepaue; JII — sieBoe npejcepane. AxantuposaH us C.
Caiati et al. [9].

Figure 2. Apical hypertrophic cardiomyopathy. A. In the area of the apex of the left ventricle there is poor delineation of the
endocardium and the heart cavity. B. After administration of the contrast agent, the outlines of the apical endocardium are
clearly visible (marked by arrows). Severe hypertrophy of the apical wall of the left ventricle (thickness 3.19 cm). Adapted
from C. Caiati et al. [9].
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HOCTH, IIMPOKOU JOCTYMHOCTH U HU3KOH CTOMMOCTH
(puc. 2). KommiekcHoe 3xoKI-o6ceioBaHye A0/K-
HO BKJIIOYATh OLeHKY (1) pacnpocTpaHEHHOCTH U
BeIpaxkeHHOCTH [JIXK; (2) Hanmn4usa o6anTepanuu
M0JIOCTH U allMKaJIbHOU aHeBpU3MBbI; (3) 06CTPYKIUU
Ha Jito6oM ypoBHe JIXK; (4) cucToinyeckoi U acTo-
Jundeckoil ¢pyHKIMY; (5) 0co6eHHOCTENR MUTPAJIBHO-
ro KjamnaHa ¥ nNanuuisspHbIx Mbli [30, 31].

[Tpu 3xoKI' ATKM onpepensetrcsa kak [JI2K,
MpeuMyIIECTBEHHO OrpaHuYeHHas Bepxyukoi JIK,
C MaKCUMaJIbHOW TOJILIMHOW allMKaJbHOW CTEH-
KU 215 MM WJIM COOTHOLIEHUEM MaKCUMaJIbHOU
TOJIIIMHBI allMKaJIbHOH K 3aJHeuadparmMaibHON
crenke JIK 21,3 Ha KoHell IMaCTOJIbl, HE3AaBUCUMO
OT HaJIM4YUA Yy UCCAelyeMOT0 apTepuaabHOU IT'U-
nepted3uu [32]. [loporoBas To/IMHA alUKaJAbHON
CTEHKHU MOXET OBbITh MOHMXeHa /10 13-14 MM npu
HaJIMYMU JJPYTUX yOeIUTeAbHbIX JaHHBIX 3a60J1e-
BaHUS, TAKUX Kak ceMelHbIH aHamMHe3 ['KMII u/unu
MO3UTHUBHBIE PE3Y/IbTAThI TeHETUYECKOTO UCCIE/0-
BaHUS Ha BbisiBJeHUe MyTauui [17]. [Ipu BbinoJ-
HeHuH IXOKI Bo3MOXkHO o6Hapy»xeHHe popmbl JIXK
M0 TUIY KAPTOYHON MAaCTH «ITUKH», TATOTHOMOHHY-
HOU 1 faHHOTO peHoTuna 'KMII.

Jns ouenku TosuHbl cteHKH JIXK Bo Bpems
3xoKTI'-uccneoBanus HEO6XOJUMO OTIpeNEUTh
rpaHULIbl 3HJI0Kap/la, 0CO6GEHHO anuKaJbHON 06-
JlacTy. Bpauu-GyHKIMOHAUCTBI HEPELKO CTAJI-
KHBAIOTCA C TeM, YTO 3HJO0KapAUajbHas rpaHuLa
B obJiacTu Bepxywku JIXK He Bcerga 4éTKo BU3ya-
JIU3UpyeTCcsi, 0cO6eHHO npH m1oxoM IxoKI'-okHe,
MOCKOJIbKY B allUKaJbHOU 06J1aCTH YJIBTPA3BYKO-
BOMU JIy4 OPUEHTHPOBaH NapaJ/lJleJIbHO 3HA0KapAY
Y HeJJOCTaTOYHO OTpa)KaeTcs NpU Nnepexojie 30H
TKaHeBOU mioTHOCTH [9, 11]. Bo BpeMs ckaHUpOBa-
HUS GbICTpast 0CAe40BaTeJbHOCTb KaJpOB MOXKET
CO3/J1aTh JIOXKHOE BIeYaTJIeHUE O HATUYUHW TPaHHULbI
sHJo0KapAa. TakuM o6pa3oM, IpU HeaZeKBaTHOM
BU3ya/IM3alMU IPaHUL] 3HA0KapAa U KIMHUYECKOM
M0/I03pEeHUH Ha Haluuue anukaabHol [VIK, cieny-
eT nmpoBecTU KoHTpacTHY IxoKTI [9]. L. Yan et al.
[23] o6Hapyxuau ATKMII no faHHBIM MarHUTHO-
pe3oHaHcHO# Tomorpaduu (MPT) cepaua B 31,7 %
cJiydyaeB, Korjia pu paHee BhinoiHeHHOHW IxoKTI He
yAQJ10Ch BBIABUTH allMKaJbHy0 [JK.

BaxHbIM NpeJicTaB/IsIeTCs U3MepeHue 06'béMa
JIII, Tak Kak 3TOT MOKasaTeJb CJAYKUT He TOJIbKO
MHJWUKATOPOM JHACTOJUYECKON AUCOYHKIMU, HO
TakK)ke He3aBUCHUMbIM IPOTHOCTHYECKUM GaKTO-
pOM HeGJIaroNPUSATHBIX CePAEeYHO-COCYAUCThIX
co6bITUM. [lallMeHTBI C YBeJIMYEeHHbIM 00'bEMOM
JII1 06b14HO UMeloT 6oJsiee BrlpaxeHHywo [JIXK, Ta-
KeJIy10 JUaCTO/IMYeCcKyl0 AUCOYHKLUIO U BbICOKOE
JNaByeHue HanosiHeHus JIXK [33].

Heo6x0/jMO BBINOJHATH AOMIIJIEPOBCKYIO OLIEH-
Ky CKOpOCTeH U rpaJiIueHToB BHYTpH nosioctu JI2K
A BoisiBaeHusa CXKO, o6ctpykuuu BTJIK u ITAT,
KOTOpble B 3HAYUTEJIbHON CTENEHU BJHUSIOT Ha
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KJIMHUYECKUe MPOsIBJIeHHUs], TeUeHHe U NPOrHO3 3a-
6osieBaHus [34].

MaeHumHo-pe3oHaHcHas momozpagus cepdya
no3ssoJideT BoIABUTh AI'KMII Ha paHHeM 3Tane
[13]. [Ipeumy1iecTBOM MeTOAa SABJASAETCS MOJyUe-
HUe OPTOrOHAJIbHBIX CPE30B C MOJHbIM, HEOTpa-
HUYEHHBbIM 0XBaToM Bcero JI?K B HeCKOJIbKUX
IJIOCKOCTSIX, YTO M03BOJISIET TOYHO OINpeeJUTh
JoKasu3anuio u crenenb [JIXK, Haniuyve anukasib-
Hol aHeBpU3MBbI [35]. Kondurypanusa nosoctu JK
B popMe KapTOYHOH «IIUKU» B KOHLE JUACTOJIbI,
KOTOpas Jiy4llle BU3yaJIU3UPyeTcs: U3 NPOJ0JbHOMN
npoekiuy, ykaseiBaeT Ha ATKMII [36]. B HacTos-
uiee BpeMs ucnoJib3oBanue MPT gaBiisieTcsa cTaH-
JapTHBIM MeTOJJ0M KOMILJIEKCHOTO 00C/1e/J0BaHUSA
nanueHToB ¢ 'KMII, ocob6eHHO npu noj03peHuH Ha
ATKMII [14].

Hcnosib30BaHUe NO3JHETO YCUJIeHUS rafioJu-
Hus (late gadolinium enhancement, LGE) o6ecne-
YHBAET OMpe/iesieHHe y9aCTKOB GUOpP03a MHUOKap/a
in vivo, 4To 06HapyxkuBaeTcs y 65-80% 60/1bHbIX
ATKMII [31, 37, 38]. CuuTaercq, yto Haauyue LGE
TECHO CBSI3aHO C KJIMHUYECKOHN TSKeCTbI0 U NPO-
rpeccupoBaHueM 3ab6oseBanus [37]. K. Yang et al.
MoKasaJiy, YTO MallMeHThl C OOIIUPHBIMU 30HAMU
LGE (215 % macce! JIXK), kak npaBU/Io, UMeJH TEH-
JEHLMIO K Xy/|lleMy NPOTHO3Y BbDKMBAeMOCTH IO
CpaBHEHMIO C nanueHTaMHu ¢ oyaramu LGE <15 %
(p =0,071) [38]. MPT o6JiasiaeT 6oJiee BBICOKUMU
BO3MOKHOCTSIMU B UJeHTHUPUKAIMU aluKaJIbHbIX
a”HeBpu3M. M. Maron et al. npu BbinosiHeHUU IX0KT
O0OHapPYKUJIM allMKaJibHble aHEBPU3MBbI y 16 U3 28
nanueHToB (57 %), B To ke BpeMsa MPT nossosinio
BBISIBUTb aHEBPU3MbI y ocTaBIIMxcs 12 ¢ oTpUna-
TeJIbHbIMU pe3yiabTaTaMu IX0KI [39]. AnukaibHbIe
aHeBPU3Mbl O6bIYHO NPOSIBASAITCS B BUJE y4acT-
KOB JVMICKUHE3WH UJIM aKUHEe3UU TOHKOCTEeHHBIX
y4aCcTKOB MUOKapza Bepxyiku JIXK, kak npasuJio,
C TPAaHCMYypaJbHbIM pyblLieBaHUEM IO AAHHBIM Bbl-
assenus LGE. Kpome Toro, ¢ nomompsio MPT mMoryT
ObITh BbISIBJIEHb] BepXylleyHble TPOMOBI, IPOMYy-
meHHble npu IxoKT [14, 18].

Komnwvlomepnass momozpagus u anzuozpagdusl.
KommnbioTepHasa ToMmorpadus (KT) cepaia, Xots
LIMPOKO U He UCNOJIb3yeTCs, MOXKeT pacCMaTpH-
BaThbCs AJi1 IOCTaHOBKMU JAMarHosa, ecau MPT
NpoTHUBONOKa3aHa uau HepoctynHa. KT cepaua
obecreynBaeT Xopollee NIPOCTPAaHCTBEHHOE pa3pe-
HieHUe ¢ YETKUM olpeJieJieHUeM CTPYKTYp cepAla
[40]. Bosnee Toro, nanuentam ¢ AKMII ¢ cummnro-
MaMH WJIM IPpU3HAKaMU MLIeMUHU MHUOKapJa pe-
KOMEeH/JlyeTCsl IPOBeJieHue KopoHaporpaduu, 4To
N03BOJISIET BbISIBUTh CTEHO3 KOPOHAPHBIX apTepHUil.
Koponaporpadusi 06b1YHO NPOBOAUTCS NMaLlUeH-
TaM, KOTOPBIM 3allJIaHUPOBaHA allMKaJbHasi MUO3K-
TOMHS U UMeIUM GaKTOPbl PUCKA KOPOHAPHOTO
aTepockJiepo3a. [Ipy HaIMYUK OOIIMPHOU HIIEMUH
XUpypruyeckasl CTpaTerusi npelycMaTpuBaeT BbI-
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HOJIHEHUE allMKaJbHON MUOIKTOMHUU B COUETAHUU
C Aa0pPTOKOPOHAPHBIM IIYHTUPOBaHUEM [41].

O0HOOMOHHAA IMUCCUOHHASA KOMNbIOMEPHAs
momoepagdus. 0co6eHHOCTU MUOKapAUaJIbHOTO
KpOBOTOKa y nanueHToB ¢ AKM MoryT Bapbupo-
BaTbCsl OT HOpMaJibHOU nepdy3nuu 0 06paTUMbIX
WJIU YCTOUYHUBBIX AedeKToB nepdpy3uu 06J1acTu
Bepxyuku JIXK, faxke npu HaJIMYUU HOPMAJIbHBIX
3MUKapAHAJbHBIX KOPOHAPHBIX apTepHH, 4TO YKa-
3bIBaeT HA allMKaJIbHYI0 HlIeMHUIo [25, 42].

Hanpuwmep, y nauuentoB ¢ ATKMII otmevaeT-
Csl IOBBILIEHHOE MOTJIOLeHHEe B 30He BEPXYUIKU
TexHelUs1-99M TeTpodocMUHA NPU BBINOJTHEHUHN
O0/ITHOPOTOHHON 3MHUCCUOHHOU KOMITbIOTEPHOU
ToMmorpaduu (OPIKT) B cocTossHuu nokosa [43].
Takol maTTepH CBeYeHUs U30TOMA Ha MOJISPHBIX
kapTax (Solar Polar) B nmokoe xapakTepusyeTcsl UH-
TEHCUBHbBIM SIDKUM NSITHOM TOYEK B allMKaJbHOU
006/1aCTH, OKPYKEHHBIM NepudepudecKuM Kpyrom
foJiee TYCKJIOr0 HakanMBaHus [44]. B ucciaenona-
Huu 20 6oabHbIX ¢ ATKMII T.F. Cianciulli et al. [45]
UAeHTUOUIUPOBAJIU TPU XapaKTepPHbIX NaTTep-
Ha MUOKapAuaJbHOU Nepdy3uu Npyu NpoBeJleHUU
O®IKT: nmoBhIlIEHHBIM 3aXBaT U30TOMNA BepXyIl-
KoM, KoHpuUrypanus nosoct JIXK mo TUny «muKu»
u BapuaHT Solar Polar.

CvieopomouHbsle 6uomapkepst. llpu 'KMIT MoryT
MOBBIIIATHCSA TPOIOHUHBI CHIBOPOTKH KPOBH, O -
HaKO UX YPOBEHb 0OBIYHO HE J0OCTUTraeT 3HaYeHHUH,
XapaKTepHBIX AJIS OCTPOro NOBPeX/eHUsI MUOKap-
Ja. YacToTa moBbILIeHUSI BbICOKOYYBCTBUTENbHOI'O
TponoHuHa-T uMesia pa3iudyus Mexay peHoTHna-
mu 'KMII: B 14% cay4daeB npu ATKMII, B 47% npu
HeO6CTPYKTHUBHOHN U B 57% Npu 06CTPYKTUBHOU
['KMII. IIpu paccmoTpenuu Bcex ¢peHoTunoB 'KMII
YPOBHU BbICOKOYYBCTBUTEJNbHOIO TPOMOHUHA-T
KOppeJsIMpoBaJiu ¢ Bo3pacToM, mioujaabio JIII u
MaKCUMaJsIbHOU TosMHOM cTeHkH JIXK [46].

Jleuenue

MedukamenmosHas mepanus. llpu OTCyTCTBUU
KPYIHBIX PaHJOMU3MPOBAaHHbIX UCCJIel0BaHUM Jie-
yeHue 60osibHBIX ¢ ATKMII B ocHOBHOM mpepoJia-
raeT Tepanuio «kjaaccudeckon» 'KMII pna ynydine-
HHUS CAMO4yBCTBUS, PYHKLUOHATBHOI'O COCTOSIHUS,
yMeHbLIEHUS BBIPAYKEHHOCTHU CUMIITOMOB U ITPEBEH-
THPOBaHUSA NPOTPECCUPOBAHUSA 3ab6oseBaHus [14].
PexomeH/iyeTcsi Ha3HavYeHHe (3-aApeH06JI0KaTOPOB
(B-AB) B kauecTBe npenapaToB NepBou JUHUU. Ux
npyvMeHeHUe 1o3BoJsieT (1) CHU3UTh YacToTy cep-
Je4YHbIX COKpallleH!H; (2) yly4lIuTh AUaCTOIU-
YecKkylo OYHKIMIO; (3) YMEHBIIUTD AUCKOMPOPT B
IPYZAM U OJBILIKY 33 CUET CHIXKEHUS OTPEeGHOCTH
MHOKap/a B KUCJI0poJe; (4) yMEHBUIUTD 3HaYeHUe
rpagueHTa npu CXKO u (5) BbIpakeHHOCTb Hapylle-
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HUM puTMa cepaua [14, 47]. O6bI94HO peAnoYTEHHE
otaaércsa B-Ab 6e3 BazogusiaTupyouiero adpdekra
BO U36exaHue HapacTaHus rpaguenTa npu CXKO.

B ciiyyae HenmepeHOCUMMOCTH UJIM POTUBOIIO-
KazaHuu 3-AB, npenapaTaMu BTOPOW JIUHUU SIBJIS-
I0TCSl HEJUTUJPONHMPUMHOBbIE 6JIOKATOPBI Kajb-
[UeBbIX KaHasoB [48]. [leificTBue BepamaMua u
JWJITHA3eMa ONOCPEJOBAHO UX OTPUIATEbHBIMU
WHOTPONHBIM U XPOHOTPONHBIM 3¢ deKTaMH, YTO
NPUBOJUT K YMEHbLIEHHIO 60JIU B TPYH, yBeanuye-
HUIO BpEMeHH AUAaCTOoJINYecKoro HanoaHeHus JIXK
U yIy4lIeHUI0 MUOKapAuaibHOU nepdpy3uu.

[loxxoabl, HaLle/IeHHbIe HA aHTUGUOPOTUUECKUM
U aHTUTUIepTpodudeckui apPekTnl 6aarogaps
BJIMSIHUIO HA PEHWH-aHTMOTEH3UH—-aJ/IbA0CTEPO-
HoBy1o cucteMmy (PAAC), npefocTaBiSIOT AOMOJIHHU-
TeJIbHble BO3MOXHOCTH JiedeHnuss AT'KMIL. [Ipexmno-
JlaraeTcs, 4yTo UHruo6upoBaHve PAAC 61aronpusiTHO
BJIMSIET HA BbIPA)KEHHOCTb CUMIITOMOB U IOKa3a-
TeJIM CMEPTHOCTH, II03TOMY MAIlUeHTaM C XpOHHUYe-
CKOM cepieyHOM He0CTAaTOYHOCThIO U CHMXKEHHOM
@B JIXK pekoMeHyeTcs JledeHHMe UHIMOUTOpaMHU
aHTMOTeH3UH-TIpeBpallawLiero pepMmeHTa Ui 6J1o-
KaTOpaMH pelienTopoB aHruoTeH3suHa Il [47, 49].

Huskue /1036l NeT/IeBbIX WM THA3UAHBIX AUype-
THUKOB MOTYT OBITh UCIOJb30BaHbI [JIsl yMeHbIlle-
HUS KaK BbIPQXKEHHOCTH OJbIIIKH, TaK U IEPErPy3KU
06béMoM y nauueHToB ¢ ATKMII. [ns npegoTBpa-
1leHUsl TUTIOBOJIEMUH, apTepUabHON I'MIIOTEH3UU U
HapacTaHUs 06CTPYKLUUHU JUYPETUKU CJeyeT MpHU-
MEHSITb C OCTOPOXXHOCTbIO [14].

B nocsiieiHMe roJibl aKTUBHBIN UHTepecC ajjpe-
COBaH rpyImnie HHTMOUTOPOB KapAUaJbHOTO MHO-
3MHa — MaBaKaMTeHYy U apuKaMTeHy. MexaHHU3M
JleMCTBHA 3TUX NpenapaToB OCHOBaH Ha UHTMOUPO-
BaHUHU MHUO3WHOBOU AT®-a3bl, 32 CYET Yero mpouc-
XOJUT YMeHbllIeHHe KOJUYeCTBa «aKTUH-MHUO3UH»
MOTEepPeYHbIX MOCTUKOB, YTO MPUBOAUT K CHIXKEHHIO
COCTOSIHUS TUIIEPKOHTPAKTHUIBHOCTH U YJIYUYLIEHUIO
3HepreTUYeCKOM perysiliuu MUokapaa [47].

KpoMe /sieyeHUs1 KJIMHUYECKUX NIPOSABIEHUH,
00yC/I0BJIEHHBIX BbIpa)KeHHOH runeptpodueit
MUOKap/a, THIepKOHTPaKTUJIbHOCTbIO, C2KO u
ob6cTpykiei BT/IXK, Heob6xouMa Tepamnus cConyT-
CTBYIOLIUX COCTOSIHUM, TaKUX KaK apTepUajbHas
rUnepTeH3us, HapyluleHus pUTMa, AJis peJoTBpa-
meHus gaapHeimen [JIK, a Takke npoduiakTUKa
TPOoMO603IMOOJIUYECKUX OCI0KHEeHUH [50].

Xupypauueckoe seyeHue. Ecnu centajabHasi MHUO-
3KTOMHUS SIBJISIETCSI «30JI0TBIM CTAHAPTOM» XUPYP-
ruudeckoro JseueHuss FKMII ¢ o6ctpykuueit BTJIK,
NpeAnoYTUTEeNbHBIM MeTo0M JiedeHusa AI'KMII sB-
JIleTCs aluKaJlbHasg MUOIKTOMMUS, 3QPEKTUBHOCTD
Y 6e30MacHOCTb KOTOPOU onpe/esisieTcsl IJIaBHbIM
006pa3oM oMbITOM Kapauoxupypros [51]. B cooTBeT-
CTBUU C peKOMeHJalnusaMu AMepuKaHCKOU accolua-
UM cepAla U AMepuKaHCKOM KOJIJIETMU KapAH0JI0-
roB 2020 r. [2], anukasibHasi MUOIKTOMMUS MOXKET
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BBINOJIHATLCS ONBITHBIMU KapAHOXUPypramu B clie-
[UAJIM3UPOBAHHBIX LIEHTPaX TIIATeJbHO OTOGPaH-
HbIM 60JbHBIM ¢ ATKMII, uMelomuM BhIpakeHHbIe
CHMIITOMBI M OTPaHUY€EHHS B IOBCEIHEBHON aKTUB-
HOCTH (AuacTosMyecKas cepJ/iedHas HeJ0CTaTOyY-
HOCTb, kiacc I1I-IV mo NYHA), HecMoTpsi Ha TpoBoO-
JUMYI0 MeJJUKaMEHTO3HYIO Tepalulo, C COXpaHHOU
@B u masieHbkyio moJioctb JIXK (<50 mu1/m?).

[Tpu AKI'MII Bepxyiuka JI2K 06b14HO 061HTE-
pupyeTcsl runepTpoPpHpOBaHHBIM MHUOKapA0M, a
COCOYKOBbIE MBbILILbI CMELUIAKOTCA B allMKaJbHOM
HanpaBJ/ileHUH. MH03KTOMUS HallpaBJieHa Ha YBeJIu-
yeHue o6béMa JIXK nyTém yaaseHus runeptpodu-
poBaHHOU YacTu MUOKapAa. [Ipy BbINOJHEHUH TPO-
1 elypbl OCHOBHOE BHUMaHHe yJiess1eTcs AUCTallb-
HbIM (anukKa/jabHbIM) oTfesnaM MXKII, B To xe BpeMs
yAajseTcs JUIIb He3HaYUTebHas 4acTb MUOKapAa
cBobogHoM cTenku JIXK [52, 53].

I'unepTpodrpoBaHHbIE COCOUKOBbIE MbIIIIbI
TaK)Ke MMOAJIeXKAT yaJeHUIO C LeJbI0 JOMOJHU-
TeJIbHOTO yBeJinueHUs1 06 béMa noJsoctu JIXK u
cHuxeHuda pucka CXKO [52]. B cayyasax Mmaccus-
HOU runeptpoduy MHUOKapAa U A5 JOCTUKEHUS
ONTHMAJIbHOTO J0CTYNa K COCOYKOBBIM MBILIIAM,
XOpAaM U MUTpPaJbHOMY KJallaHy MOXeET MOoTpe-
60BaTbC KOMOWMHUPOBAHHBIN AOCTYI (TpaHCaNM-
KaJIbHbIN C TpaHcaopTaJbHbIM) [51]. BeinosiHeHHEe
pacliMpeHHONW MHUO3KTOMUM MO3BOJISIET JOOUTHCS
OINTUMaJIbHBIX 3Ha4eHUH 06 bEMa noJsioctu JIXK u,
COOTBETCTBEHHO, ylapHOro o6béMma [51, 53].

CBOM cOOGCTBEHHBIU ONBIT U 0606IIEHHbIE pe-

3y/JbTaThbl AlUKAJIbHON MUO3KTOMHUU B JIEUEHUU
60sbHBIX ¢ ATKMII npexacTaBsieHbl B paboTe HOBO-
cubupckux Kosuter A. Afanasyev et al. [53].

JlonosiHUTE/IbHbIE MEPBI BeIeHUs MAlUEHTOB C
ATKMII BK/IIO4AIOT YCTAaHOBKY UMIIJIAHTUPYEMOTO
KapauoBepTepa-gebubpusisatTopa (MK/) aasa nep-
BUYHOU npoduiakTuku BCC y maneHTOB BbICOKOTO
pucka [14]. M.S. Maron u coaBT. [54] npeayioxuIu
HOBblE KPUTEPUU BBICOKOTO CEpPJleYHO-COCYAHUCTOr0
pucka ana nagueHtoB ¢ 'KMII, koTopble BKJIIO-
YaroT cuctosndeckyto auchynkuum (OB <50 %),
LGE 215 % maccs! JIXK (o ganHbiM MPT) 1 anukasib-
Hyto aHeBpu3My JIXK sito6oro pasmepa. Takasi cTpa-
TUUKAIMSA PUCKa NIPeJICTaBJsIeTCs 6oJiee YYBCTBU-
TeJibHOU, yeM EBporneiickue pekomeHaanuu 2014 r.
[1], B npornosupoBanuu BCC y nanuentos ¢ ATKMIL

CoBpeMeHHbIe ¢pakTopbl pucka BCC, mosyyeH-
Hble NIPU U3yYeHUU aHaMHe3a 3a60JieBaHUs U ce-
MeHHOro aHaMHe3a, a TaK»Ke M0 JaHHBIM UHCTPY-
MEHTaJIbHbIX METOJ0B UCC/eJ0BaHUS (BKJIIOUAs
xonTepoBckoe MoHUTOpUpoBaHue JKI, 3xoKI' u
MPT), MOryT HCNIOJIb30BaTbCSA AJ51 OLLleHKH YPOBHSA
pUCKa U onpejie/leHUs1 KOropThI NalMeHTOB, KOTO-
pbIM nokaszaHbl UK/ A nepBUYHOM npoduiak-
Tuku BCC (Ta6.1.) [14]. YcranoBky UK/ cienyeT
o6cyxaaTh nanueHTam ¢ ACKMII, umeromum = 1
0CHOBHOM ¢pakTop pucka BCC.

B ciiyyae nporpeccupoBaHHsI CUMIITOMOB U
yXyALIeHUsl KauecTBa XKU3HU IallieHTa, HeCMOTps
Ha NPOBOJAUMYIO Tepanui, He06X0AUMO PacCMO-
TpeTh TPaHCIJIAHTALUIO CEpALIA.

Tabmua

OcHoBHbIEe PaKTOPHI PYCKa BHE3AMHOI cepAeYHOll CMepTH y NAllMEHTOB C aNUKa/JIbHOM
runeprpodpuyeckoil KapauoMmuonaTen

Major risk factors for sudden cardiac death in patients with apical hypertrophic cardiomyopathy

OcHoBHBIe GaKTOPBI PUCKA

OnucaHue

Hanunuune BCC B ceMeliHOM aHaMHe3e

21 cayyaeB BCCy 6s1u3koro poacTBeHHUKaA Muajuie 50 seT, cBsidaHHbIX ¢ TKMII

Bripaxxennas [VIXK

Hasmuune MakcuMaJIbHOU TOJIIMHBI JIIO60T0 cerMeHTa Muokapza JIXK 30 mm,
BbIsiBIeHHOH npy IXOKT" nan MPT (MoxeT yuYUTBIBaThCSA TOJIIMHA 28 MM)

Heo06bsicHUMOe CHHKOTIIE

>1 HeOO'BSAICHUMOTIO 3NM30/1a NIOTEPH CO3HAHUS HEUPO-KApAUOTeHHOH TPUPOAbI

HeycToituuBas xxeny04KoBas
TaXuKapAus

23 nocje0BaTe/bHBIX JKeJyJ0YKOBBIX COKpalLlleHUI CO CKOPOCTbIO 3120 ya/MUH
B TeueHHe <30 cek. Bo BpeMs ambysaTopHOo# IKI, 0co6eHHO B cOueTaHUU C APYTUM

dakTopoM pucka, Hanpumep, LGE

Cucronnueckas aucoynkuus JK

@B <50 % no ganHbIM IX0KT uau MPT

O6mupHoe LGE

JuddysHoe u o6mrpHoe LGE, oTpaxkaroiiee MuokapAuaibHbli $pru6PO3, C 0XBATOM i

AnukanbHast aHeBpusMma JK

JUCKpeTHBbINA, TOHKOCTEHHBIH, JUCKUHETHUYECKUN /aKUHETUYECKU N CETMEHT
caMoi guctanapHol yactu JIK, He3aBUCHMO OT pa3Mepa, C COOTBETCTBYIOLIUM
MpUJIEralIM perHOHaJIbHBIM py6lieBaHHEM

IIpumeuanusi: BCC — BHe3anHas cepyieyHas cmepTh, [KMII — runeprpoduueckas kapaunomuonartus, [JIXK — runeprpodus seBoro
xesynouka, JIXK — neBbiit xkenynoyek, IxoKI' — sxokapauorpadusi, MPT — MarHuTHo-pesoHaHcHast ToMorpadus, IKI' — asekTpo-
kapguorpamma, ®B — ¢paknus Beiopoca, LGE — no3aHee ycusenue ragonunus (late gadolinium enhancement) (agantrpoBaHo U3

J. Li etal. [14]).
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3ak/loueHue

AT'KMII umeeT cBou naTodpr3u0JIOTHIECKHE
0COBGEHHOCTH, YTO onpejessieT JuddepeHL -
pOBaHHBbIE NOAXOAbI K JUAarHOCTUKE U JIEYEHUIO.
[lpencraBienue 06 AKMII, kak 3a6oJieBaHUU
¢ 6J1aroNpUSATHBIM JOJITOCPOYHBIM MPOTHO30M,
npeTepIieso B NocjeJHee BpeMsa USMEeHEeHHUSs C
YCTaHOBJIEHUEM NOBBILIEHHOIO0 PUCKa Pa3BUTHUSA
dartanpubix apuTMui 1 BCC, ocobeHHO cpefiu Mmo-
YKUJIBIX TALLUEHTOB U KEHILMH.

Xota ATKMII BcTpeyaeTcss OTHOCUTENBHO pej-
KO, MaljMeHTaM ¢ HecneuupuyecKUMU CUMIITOMA-
MH, TAKKUMH KakK 60JIb B TPYAHOM KJIeTKe, OJbILIKa
npu Gu3UYeCcKON Harpyske ujiu 06MOpPOK, cjaeayeT
MPOBOAUTbL BCECTOPOHHEE 06C/IeloBaHMe Ha Npej-
MeT AT'KMII, ocobeHHO ec/ik B cEeMEeHHOM aHaMHe3e
HMEeIOTCS 3MNU304bl OCTAHOBKU cepAua, BCC nau
I'KMIIL. [lns1 moATBEpKAEHHUS AUarHo3a TpebyeTcs

npoBefeHue IxoKI, Bk/04Yass KOHTPACTHBIN pe-
»uM, 1 MPT ceppua.

[MauuenTsl ¢ ATKMII f0/1KHBI IPOUTH OLEHKY
pucka BCC u obcyx/eHrue HEO6X0JUMOCTH yCTa-
HoBkHM UK/ [Ipu oTCyTCTBHMM KPYNHBIX paHJ0MHU-
3MPOBAHHBIX UCCJIe/JOBAaHUH, Tepanyd NallueHTOB C
ATKMII B 3HaYuTe/IbHOM CTENeHU OCHOBaHa Ha 06-
mux noaxogax Jedyenuda 'KMII ¢ nenbro yMeHblie-
HUS BBIPAXKEHHOCTU CUMIITOMOB, NIpeJ0TBpaleHus
OCJIOXKHEHHU U MpOrpeccupoBaHus 3a60JieBaHUS.
Cpeny xupyprudeckux MeTofoB JiedeHUuss AIKMII
npeanodyTeHne OTAAETCH alMKaJbHOW MHUOJIKTO-
MUY, BBINIOJIHAAEMOU B ClleljMa/In3UPOBAHHBIX Li€H-
Tpax ONBbITHBIMHU KapAUOXUPYypPraMu.

duHaHcupoBaHHue. HcciegoBaHue He UMeJIO
CIIOHCOPCKOH MOAAEPHKKH.

KoHQIUKT UHTEpeCcoB. ABTOpbI 3asIBJISIOT 06
OTCYTCTBUM KOHPJIMKTA UHTEPECOB.
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