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Tpuceemosa E.JI.
JIMATHOCTHKA APUTMOTEHHON KAPJJMOMHUOIIATHAH

benopycckuii rocyiapcTBeHHbI MEIUITMHCKUN YHUBEPCUTET, MUHCK

Aputmorennas kapauomuonatusi (AKMII) oTHOcUTCS K HAacIeACTBEHHBIM 3a-
OoneBaHUAM cepilla ¢ MPOTrPECCUPYIONIUM 3aMElIeHHeM MHOKapJia IpaBoro kemy-
nouyka (GuOPO3HO-)KUPOBOI TKAHBIO C BOBJICUCHUEM JIEBOTO KEITYA0UKa M MEXKKEIy-
JIOUYKOBOM MEPETOPOIKH, C KIMHUYECKUMHU BBIPAXKCHHBIMHU JKEITYIO0YKOBBIMU apUTMU-
SIMH Y CHFDKCHUEM CHUCTOJIMYCCKON (DYHKITHH JKeITyA09KOB[1].

Ynomunauue 06 AKMII npeacrasneno B 1735 r. - G..Lancisi onucan 3a00-
nesanue B kaure «De Motu Cordis et Aneurismatibus». B 1961 r. S.D. Volta (ITa-
Tys) TIPEeICTaBUJI ClTydail HACJIEICTBEHHOTO 3a00JIeBaHMs - KapJUOMHONATHH, C Ke-
JYyJTOYKOBBIMU HApYLIEHUSIMU pUTMA cepjua. . TepMuH «ApUTMOTEHHasl TUCILIA3ZHS
IIPaBOIo JKeayaouka» npemioxer B 1977 r. G. Fontaine. B 1982 r. F.I. Marcus onu-
cann 24 ciydas 3a0o0lieBaHHS C 3aMEIICHUEM HOPMAaJbHOTO MHOKapJa XUPOBOH W
(GbuOPO3HOI TKAHBIO, U TIPEIJIOKIIT Ha3BaTh 3a00JIeBaHUE « APUTMOTEHHASI TTPaBOXKe-
JTYJOYKOBasi KapIUOMHOMATHs HIIN « ApUTMOTEHHAsl 00JIe3Hb MPABOTO KETYA0OUKa».
ITockonbky coBpemMeHHOE mpeacTaBienue o AKMII BkiirouaeT u3aMeHeHus IpaBoro u
neBoro (B 76%) >xemymouka, OOJBIIMHCTBO HMCCJACIOBATEICH HCIOJIB3YeT TEPMHH
«ApuTMOTreHHast kKaparomMuonaTus» [2].

Yacrora AKMII B monyssiiuu cocrasisier 1:1000-5000 nacenenusi, BMecTe ¢
TEM, YYUTBIBasl MEpPBOHAYAILHOE MPOsBICHUE 3a00JIeBaHUs B BUJE BHE3AIHOW cep-
neunon emeptH, emre 30% cocTaBisIOT HeIMArHOCTUPOBaHHbIE ciydan [2,3]. Cpean
MIPUYMH BHE3AMHOU cep/ieuHor cMepTH y criopTcMeHoB B 10-15% BrisBisitor AKMII
[3]. UccnenoBaTenu oTMedaroT 00jiee BRICOKYIO PaCIIPOCTPAHECHHOCTh 3a00JICBAHUS Y
MYKUMH TIO CpaBHEHHIO ¢ >keHmuHaMu (M:JK=2,7:1), oOBsCHAS TEHIECPHYIO JETep-
MUHUPOBAHHOCTh BIIMSIHUEM IOJIOBBIX TOPMOHOB M 0OJIbILIIEH MHTEHCUBHOCTHIO (PU-
3udeckux Harpy3ok. AKMII BBISBISIOT MPEeMMYIIECTBEHHO Yy JIIOJIE MOJIOAOTO BO3-

pacTa, BMECTE C TeM OINKCHIBAIOT CIy4Yau NUArHOCTHKHU 3a0oJieBaHus B Bo3pacte 13 -
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73 ner. W3BecTHBl TeorpaduyecKue PErvOHBI, B KOTOPHIX PACIPOCTPAHCHHOCTH
AKMII BeIIe cpeaHux 3HaUYCHHM, HanpuMmep, B ['penun (octpoB Hakcoc) u B Mta-
v (Benenus) [2].

ITHOJI0TUA

B HacTosimiee Bpemsi CyIIECTBYIOT YEThIpe Teopuu NpuuuH paszButuss AKMII
[2]:

1.Teopust mu3oHTOTEeHE3a - 3a00JICBAaHUE TOSBISAECTCS B PE3yNbTaTe BPOXKIICH-
HOM aHOMAaJIMU MPABOI0 KEIY0UKa.

2. Teopust nereHepaTUBHBIX U3MEHEHUH - 3a00JIeBaHUEC 00YCIOBICHO HapyIe-
HUEM OOMEHa BEIIeCTB, MPU KOTOPHIX MPOUCXOAUT TMOCTEICHHAs 3aMeHa KapJuo-
MHUOLUTOB >KUPOBOI U (PUOPO3HON TKAHBIO.

3. BocnanurensHas Teopusl yKa3bIBa€T Ha CBSI3b C NIEPEHECEHHBIM MHOKap.IU-
TOM, BO3HUKIIUM Ha (POHE BPOXKICHHOW IPEAPACIIONIONKEHHOCTH K WH(MEKIuu (BU-
PYCHOI).

4. B TeopuM amorro3a MpUYHHON TMOenn KIETOK MHUOKapJa U 3aMEIIeHUE HX
KUPOBOU M (PUOPO3HOM TKAHBK) CUMUTAIOT HAPYILIEHUE PETYJISIMM Mpolecca 3ampo-
IrPAMMHUPOBAHHOW KJIETOYHOU CMEPTH.

B cepane axcnpeccupoBano npumepHo 30 000 reHoB, B HacTosiIee BpeMs
UJIEHTU(PUIIMPOBAHBI T€HBI, UMEIOIIME HETOCPECTBEHHOE OTHOIIEHUE K Mpolieccam,
nmpoucxosieM B Muokap/e. K mpuanaam HaciaeacTBEHHO OOYCIIOBIEHHBIX HapyIIlle-
HUW pUTMA CEpJIla OTHOCAT CJIEAYIONIME OCHOBHBIE KIJIACCHI OEITKOB: COKPATUTEIb-
HBIX W IUTOCKJIETHBIX, HOHHBIX KaHAJIOB M MEXKJIETOYHBIX KOHTAKTOB, TPAHCMEM-
OpaHHBIX MEPECHOCUYUKOB M UX MOAYIATOpOB [3,4]. AKMII oTHOCHTCS K KapIuOMHO-
MaTHUsiM, 0OYCIOBJICHHBIM MYyTallU€ T€HOB, KOAUPYIOMMX OCJIKH, 00eCTICUNBAIOIINE
MEXKJIETOYHOE B3aUMOJACHCTBUE. DTH OCITKM OTBETCTBEHHBI 3a IIOTHOCTH MEXKKIIE-
TOYHBIX COCJAMHEHUW W KpPEIUJICHUS JEeCMOCOM K KapauomMuouuty. M3ydeHwsl Tpu
IPYIIIbI TEHOB, CBSI3aHHBIX ¢ pa3ButueM AKMII: rensl, KoAUpyOMKE pUaHOAMHOBBIE

penenropsl (RyR2); rensl, kogupyromue daktop pocra — TGF-beta 3; rensi, koau-
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pYIOIIHE TPOTEUHBI MEKKIETOYHOTO coenuHeHus (turakoriooun — JUP, mecmoriia-
kuH — DSP, mnakopumuu-2 (PKP-2), mecmorienn-2 (DSG-2) u aecMOKOIHH-2
(DSC-2). MyTanuu 3THX T€HOB MPUBOIST K PA3BUTHIO H3MEHEHUH, XapaKTEPHBIX JIJIS

AKMIT (ta6m.1).

Tabmuna 1 - 3BecTHBIC MOJIEKyIIIpHO-TeHeTHYecKre BapraHnThl AKMIT [3]

Tun Ckenernas
@DeHOTHII | HACJIEN0- Jlokyc I'en Benok
BAHIS MM ONATHUS
PuanonnHoBbIH PH%HOHHHO_ MeImeunas
AKMII2 ALl 1942.1-43 BbI penen-
peuentop (RyR2) p TUCTpOdus
AKMII3 Al 14912-922 HEW3BECTHBIN - -
AKMII4 ALl 2032.1-9032.3 | HEeu3BECTHHIN - -
AKMIIS ALl 3p21.3-3p25 | TMEM43 - -
AKMII6 Al 10p12-pl14 HEW3BECTHBIN - -
AKMII7 Al 10g922.3 HEW3BECTHBIN - -
AKMIIS Al 6024 JlecMoruTakuH Hecmomma- |
P (DES) KWH
AKMIT9 Al 12p11 [TnakoxunuH-2 Inakoxu- -
JINH-2
) JlecmornenH-2 Jlecmorne- )
AKMIT10 ALl 18q12.1-q12.2 (DSG2) 10D
Hecmokommmnu-2 | JlecMokon- |
AKMII11 ALl 18g12.1 (DSC2) N,
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[Tnakorinooun ITmaxorio-
AKMII AP 17921 (PLAK) . -
AKMII AP 149-24q HEU3BECTHBIN - -
AKMII AP 6024 JlecMoruIakuH Hecmoruma- |
P (DES) KHH
Naxos [Tnakornoouu [Tnakorio-
- AP 17q21 (JUP) Gum \

Hacnencteennas stuonorus 3aboneBanus nonreepikaaetcs B 30% cmyuaen
3a0oneBanus. B OonbmmHcTBe cinyyaeB HacienoBanue AKMII ocymecTBasercs no
ayTOCOMHO-JOMUHAHTHOMY THITy. AyTOCOMHO-PELIECCUBHBIA TUIl HACJICAOBAHUS BbI-
aBieH B cembsax, rae AKMII coueraercst ¢ IalbMOIUTAHTApPHOM KEpaTONEPMHUEN U
JPYTMMH HapyLWIEHUSMH («UIIEPCTUCTBIE» BOJIOCHL), 00YCIOBIECHHBIMU U3MEHEHUSIMU
CTPOCHUS COCAUHUTEIBHON TKaHU.

Brigenstor nmatoreHetruecku moaooueiii AKMIT cunnpom Carvajal, Bo3Huka-
IOIIMI B Pe3y/IbTaTe MyTaIlMH TeHa jaecMoruiakuHa (6p24), HacieayeMblid 1Mo ayTo-
COMHO-PELIECCUBHOMY THILY.

Mopddoaorus

[Tpu mMopdoaorngeckoM HcciaeI0BaHUU OTMEUAIOT JBa BapUaHTa U3MEHEHHI:
MIEPBBIM - YACTUYHOE WIH MOJHOE 3aMEIIECHUE CTEHKHU IPAaBOTO KEITYJ0UYKa KUPOBOU
TKaHBIO MPU OTCYTCTBUU (PrOpPO3a M BOCTANMTEILHON HHPUIBTPAIIMU ¢ HOPMATLHOM
WM YBETMYECHHOW TONIIMHON CTEHKU; BTOPOU - 3amelieHue GpuOpo3HOM U KUPOBOU
TKaHbIO C BOCHAJIUTEIbHBIMU MHQWIbTPATAMU M YMEHBIIEHUEM TOJILIMUHBI CTEHKU
IIPABOro JKEJIyA0UKa.

MaTOJOTMYECKUIA MPOLIECC HAYMHAETCS C AMUKapAa U BOJHOOOpPA3HO pacmpo-
CTPAHSIETCSI B CTOPOHY SHIOKap/Aa. 3aMelleHHne MUOKapAa HOCUT HEOJHOPOAHBINA Xa-

pakTep: B Toiie (UOPO3HO-KUPOBOM TKAHH OCTAIOTCS aTPOPUPOBAHHBIE BOJOKHA
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MHOKap/Ja. TunmmuaeiMn Y4aCTKaMM BOBJICUCHHS B MMaTOJIOTUUECKUN Impouecc sABJISA-
I0TCS BEPXYILKA, IPUTOYHBINA U BBIXOIHOM OTAEIIBI IIPABOTO XKeyaouka [2].
Kiannnueckue NMPpU3HAKH
ITo xmnHUYeCKOM KapTHUHC 3a00JIeBaHUA BBIACIEIOT YCTBIPC BapHaHTa TCUCHUA
AKMII [5]:
- CKpPbITasd WM JIATCHTHAA (bopma, IIpu KOTOpOﬁ BHC3allHaA CEpACUYHAA
CMCPThb B PC3YyJIbTATC (1)I/I6pI/IHJIHHI/II/I KCIIYOAOUYKOB ABJICTCA IICPBLIM TIPOSABIIC-

HHEM 3a00JICBaHUS;

- apuTMHuueckas (opma, I KOTOpPOW XapaKTepHbBL KETyJOUYKOBBIE Taxua-
PUTMHUU: KEITYJOUYKOBAsT SKCTPACUCTOJMS, MAPOKCH3MbI WA «IPOOEKKN» Ke-

JTyT0YKOBOM TaXMKapIUH C IUPOKUM KomIuiekcoM QRS;

= C KIIMHNYCCKUMU TIPOABJICHUAMHU - TIPUCTYIIbI CCpI[IlC6I/I€HI/ISI, 0o B 00J1a-

CTH ccpala,

- IIPABOXKEIYA0UKOBAs cepJiedHas HEeJOCTaTOUYHOCTh ¢/0e3 HapyLIeHU puT-
Ma cepata.

Tunuunble *kanoObl MaireHToB ¢ aputMuueckoit popmoit AKMII Ha cepaiie-
OueHue, roJIOBOKPYKEHNE, CUHKONAIbHbBIE U MPECUHKONAILHBIE COCTOSIHUSI, YTOMJIS-
€MOCTh MOSIBJISIOTCS. B JIETCKOM WJIM IOHOIIECKOM Bo3pacte. lIpecMHKonalibHbIE U
CUHKOTAJIbHBIE COCTOSIHMSI OOYCIIOBJIEHBI MAPOKCU3MOM HJIM YCTOWYUBOM Keyn04-
KOBOM TaxHUKapAUEeH.

['ereporennocts Muokapaa [DK (Hamuyue mbiiieyHoM, GUOPO3HOM U KUPOBOU
TKAHW) C Pa3IUIHBIMU JIEKTPODU3UOIOTUIECKUMH XapaKTEPUCTUKAMU SIBJISIETCST OC-
HOBaHUEM /I Pa3BUTHA B JAJIbHEWIIEM HapylleHUud puTMa cepaua. OnacHeie AJis
YKU3HU KEITyI0YKOBbIE HApyUIEHUsI pUTMa CEplla MOTYT HaOJ0IaThCsl B TEUCHHE
rudeny KapAUOMUOITMTOB B BUAC (PUOPHIUIAIINY KETYJOUKOB WM TIO3KE B BHUJIE Pe-

HUIUBUPYIOMINX KETYJOUKOBBIX TAXMAPUTMUM, CBSI3aHHBIX C Makpo re-entry.
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YXyameHne HacOCHOW (PYHKITMHM MPaBOTo JKEMyJA0YKa MPUBOJUT K paciIupe-
HUIO KaMep MpaBoOro cepiua, Hapsay C CUCTOJMYECKON AUCHYHKIMEH MOSBISETCA
cepAedHast HeJOCTaTOYHOCTb.

Omnucano Tpu noaruna AKMII: knaccuueckuil ¢ mopakeHUEM MPABOTO KETy-
JI0UKa, JIBa HEKIACCUUECKUX - OMBEHTPUKYIISIPHBIN (C TOpaXEHUEM MTPABOFO U JIEBOTO
KEITyI09Ka) B ¢ JOMUHUpYIonmM nopakennem JIK [2].

K ocHOBHBIM MexaHu3MaM apuTtMmoreHesa y nanueHToB ¢ AKMIT otHocsr cie-
JYIOIIHE:
- aucnepcust pedpakTepHOCTU, O0YCIOBICHHAS HAJIUYUEM BBDKHUBIIMX KapaHo-

MHUOLMTOB B ydacTKax (puOpo3HO-)KUPOBOM TKaAHU;

= 3aMCIJICHUC BHYTpH)I(GHy,Z[O‘{KOBOﬁ IMPOBOAMMOCTH Ha (bOHe 6JIOKa,ZII>I HpaBOﬁ

HOXKH ITyuka ['nca;

- HaJIW4YHAC DJICKTPUYCCKON NETOIApHU3aUUU B TUACTONY B 30HAX «MEJICHHOTO
MPOBEACHHS (MTOSBICHUE TTO3JHUX MOTECHINAJIOB JKEITyI0YKOB).
[TepBbim niposiBnennem AKMII B8.80% ciydyaeB ctanoButcst cunkorie uinu BCC.
JAnarnocruka
B 2010 r. F.Marcus et al. npemnoxwmm kputepuun AKMII, mo3Bosstomniye
yCTaHABJIMBATH OIPE/ICeHHBIH, COMHUTEIbHBIN MM BO3MOXKHBIN AUarHo3 [2].
Onpeodenennviil OUACHO3!
2 0osbIuX WK 1 6ONBIION U 2 MAJIBIX KPUTEPUS, WIH
4 MaJIbIX KPUTEPHUS U3 PA3IMIHBIX TPYIIIL.
ComHumenvHblil OUACHO3!
1 6onpmoif u 1 Manblil WM 3 MaJIbIX KPUTEPUS U3 PA3TUIHBIX TPYIIIL.
Bo3moorcHblil OuaeHos:
1 GOMBITION UK 2 MAJTBIX KPUTEPUS U3 PA3TUYHBIX TPYIIIL.
Kpurepuu mectu rpyIin onpeaesstoT Mo pe3yabTaTaM HHCTPYMEHTATbHBIX

uccienoBanuii (3nexrpokapauorpaduueckue - IKI', axokapanorpapuueckue -
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Ox0KI', maruuTHO-pe3oHancHoil Tomorpaduu - MPT, anruorpadun), rucronoruye-
CKOM KapTHUHE U CEMEHHOr0 aHaMHe3a.
K ocHOBHBEIM ITOKa3aTeIIsIM, ITO3BOJISTFOIIMM 000cHOBaTh nuarHo3 AKMII oTHo-
CATCS CENYIOLIHE:
1.I'noGanbHas uin peruoHanbHas TUCHYHKIMS U CTPYKTYPHbIE U3MCHEHUS

(oLeHKa MO OOJIBIIUM KPUTEPHSIM)

bonvuue kpumepuu

* 2D-Dxo - pernonapHas akuHe3us1, AUCKUHE3MUS WM aHeBpU3Ma 1 1 u3 ciie-

OYIOIIMX KpUTEepUEB (O3HEANACTOIUYECKUX ):

- MapacTepHAIBHBIA JTOCTYII 1O JUIMHHOM ocH B BeIBoAHOM o1l PLAX RVOT > 32
MM ( PLAX/BSA > 19 mm/MM2); mapacTepHaIbHBIA JOCTYH MO0 KOPOTKOW OCH B BBI-
BosHoM otaen PSAX RVOT > 36 mm ( PSAX/BSA > 21 mm/MM2); witu ppakiinoH-
HO€ M3MeHeHue iomanu < 33 %.

. MPT - pernonapHast akuHe3Us WIN JUCKUHE3HSI, WIH TUCCUHXPOHNU3M
cokpartenus npaporo xeryaouka (IK) u 1 u3 cinenyronmx KpuTepues:

- orromenue KJIO ITXK k mmomaau mosepxuoctu tena >110 mL/m2 (MyX4uHbI) Win
>100 mL/m2 (>xkenmuns); wma @B 1K < 40 %.

. Amnruorpaduu [ DK - pernonapnast aknnesusi, TMCKUHE3Us WM aHEBPU3Ma
DK

2.XapakTepHUCcTUKa TKAHU CTEHKH (OIEHUBAIOT MO OOJIBIITUM U MaJIbIM KPUTE-
pHsM)
bonvuue kpumepuu

- OcTaTouHOe KOJIMYeCTBO KapauoMuonuToB <60 % mo maHHBIM MOPGHOMETPHIECKO-

ro aHaiau3a ¢ puOpO3HBIM 3aMellleHneM MHUOoKapaa cBoooHoM crenku DK B >1 00-

pasiie c/0e3 KUPOBOTO 3aMelIeHUsI TKaHW (DJICKTPOHHAST MHKPOCKOMHs Ouomnrara -

OMB).
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Manvie kpumepuu
- Ocraro4yHoe Koau4ecTBo KapauomuonutoB 60—75 % no nanHeiM Mopdomerpuye-
CKOTO aHanu3a ¢ (pUOPO3HBIM 3aMElIeHHeM MHOKapaa cBoOomHou crenku [DK B >1
oOpasiie ¢/6e3 )kupoBoro 3amenieHus Tkaau (OMB).

3. Hapymienust penossipusaiiuu (OLEHUBAIOT MO OOJBIIUM U MATTBIMKPUTEPHU-
SIM)

bonvuue kpumepuu
- NuBepcus 3y6ma T B mpaBeix rpyanbix otBeaeHusx (V1, V2 u V3) y nui B BO3-
pacte crapuie 14 net npu oTcyTcTBUM noiaHou 6mokaasl [ITHLIT

Manvie kpumepuu
- NuBepcus 3y6na T B otBenenmsx V1 u V2 y nmun B Be3pacrte ctapiie 14 ner (mpu
otcyTcTBUM noaHoM 6mokansl [THIIT) mu6o B V4, VS nin V6.
- NuBepcus 3yona T B mpaBeix rpynnbix orBeaenusix V1,V2, V3 u V4 y nuil B BO3-
pacte crapuie 14 net npu Hamuuuu nosiHou 6okaner [THIIT

4 HapytieHus: Jenospu3aiui/IpoBOAMMOCTH (OIICHUBAIOT 110 OOJIBIINM H
MaJbIM KPUTEPUSIM)

bonvuue kpumepuu
-ONCUIOH-BOJHA (BOCHPOU3BOANMbBIC HU3KOAMIUTUTYIHBIE CHUTHAIBI MEXIY KOHIIOM
koMmriekca QRS n Hawasiom T-BosHb!) B V1-V3,;

Manwvie kpumepuu
-Ilo3aaue moteHnnanel >1 U3 Tpex mapaMeTpoB MPH OTCYTCTBUU MPOIOJKATEIHHO-
ctu komiuiekca QRS >110 mc Ha cranaaptHoit DK
-IIponomxurtenbHOCTh (prtbTpoBaHHOTO KOoMITiekca QRS >114 mc
-[TpogomxuTenbHOCTh TepMUHANBHOW YacTH komruiekca QRS (HuzkoammuutyaHbie
curHanbl <40 MxB) >38 mc. CpemnekBaapatuyHas amrumtyga nociennux 40 mc

komruiekca QRS <20 mxB
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-IIponomkuTenbHOCTh TepMUHANBHOM akTUBau QRS >55 Mc, u3mepsemas ot ca-
MOTI'0 HM3KOTO YpOBHsI 3y0O1a S 0 koH1a komiuiekca QRS, Bxmouas R', B V1, V2
i V3 ripu otcyTcTBUM motHON Otokamel [THIIT .

5.Aput™MuH (OLIEHUBAIOT MO OOIBIINM U MAJIBIM KPUTEPHSIM)

bonvuue kpumepuu
- HeycroituuBas unu ycroituubast KT ¢ rpadukoii O10Kaabl mepeTHEBEPXHETO pas-
BetBiieHust JIHIIT (oTpunatenbHblit nin HeomnpeaeneHHbi koMiieke QRSB oTBee-
uusx |, 111, aVF u nmonoxutenbublii B aVL)

Manvie kpumepuu
- HenonrBepxknaennass wiau noarsepxiaeHHas KT ¢ rpadukoit Onokaabl 3aaHe-
HxHero passetsiaeHus JIHIID (momoxutenpapiii komtuieke QRS B oTBenenusx I,

I11, aVF u oTpuniatensubiii B aVL) wim HeU3BeCTHOI OCHIO.

- bonee 500 »kemym09KOBBIX AKCTPACUCTON 3a 24 4.
6.CemeliHblil aHaMHe3 (OIICHUBAIOT 1O OOJIBIINM M MAJIBIM KPUTEPHSIM)
bonvwue kpumepuu
-ITontBepxknennas AKMII y poacTBEHHUKOB NIEPBOM JIMHUU B COOTBETCTBUU C JHa-
ITHOCTUYECKUMU KPUTEPUAMHU.
-AKMII y poACTBEHHHKOB TE€pBOW JIMHHUH, MOATBEPKIACHHAS NTAHHBIMH ayTOIICHU
WJIU IIPU XUPYPIUYECKOM BMEILIATEIbCTBE.
-Unentudukanys NaToaoriueckol MyTaly y NaueHTa Ipyu IpOBEICHUH UCCIIEN0-
BaHMS, KOTOPAs ACCOUMUPYETCS UM, BO3MOKHO, accounnpyercsa ¢ AKMIL.
Manvie kpumepuu
-Hannune AKMII y poACTBEHHHKOB MEPBOM JIMHUU, Y KOTOPBIX HEBO3MOXHO yCTa-
HOBUTBH CEMENHBIN XapakTep 3a00JIeBaHUsI B COOTBETCTBUM C KPUTEPUSAMH.
-IIpexxneBpemennas BCC (y nuil B Bo3pacte MoJioke 35 JIET) BCIIEACTBHE TIPEIoia-
raemoii AKMII y poaCcTBEHHUKOB NEPBOM JTUHUHU.
- AKMII, ycTaHoBi€HHAas! MATOIMCTOJOTMYECKHA UM B COOTBETCTBUU C KPUTEPUSIMU

y POACTBEHHUKOB BTOPO JIMHUHU.
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JlnarHocTUyecKkue KPUTEPUU HMEIOT OTHOCUTEIBHBIA XapaKTep, BCIECACTBHE
TOTO, YTO PE3yJIbTaTbl MHOTUX UCCJIEIOBAHUIA HEIOCTATOYHO CTaHAAPTU3UPOBAHBI U
HE JIMIICHBI CYObeKTUBHOU olieHKH. JlumaTtamuio cermenTa nubo Bcero IDK ompene-
JSIOT KaK YMEPEHHYIO B Cllydae pas3iuduil B 2-3 CTaHAApTHHIX OTKIOHEHWH. [lpu
MPEBBIIICHUN 3HaYeHUN Oosiee 3 CTaHAAPTHBIX OTKJIOHEHUM CUUTAIOT, YTO MMEETCA
BbIpakeHHas auaranus [1K.

®ubpo3Ho-xkupoByto nHPmiIbTpauio [DK Habmoqa10T y MallMeHTOB MOXKUI0-
ro u crapueckoro Bospacta. [na AKMII xapaktepHbl XHpPOBBIE OTIOKECHUS B
CyOdTHKapIMaTbHBIX U HHTPAMYPAIBbHBIX CIOSX MUOKapaa. OmnpeeneHbl TOporoBbie
3HaueHUA MOPQOJIOTHUYECKUX MPU3HAKOB: Haimumuue <45%: kapaunomuonuton, >40%
¢ubpo3a u >3% KUpoBOIl TKaHU (4YBCTBUTEIBHOCTh 67% 1 cnerupuyHocTs >90%
IPY HAJUYKH, IO KpaliHEel Mepe, OJTHOTO U3 IIEPEUHCIICHHBIX TapamMeTpoB). BrisiBie-
HUE TIpU KUPOBON U (pulOpo3HON MHUILTpanuK TKaHeh <45% kapIHOMHUOIIMTOB,
cuntatoT npusHakoM AKMIT; 45-70% KapaAunOMHOIIMTOB — pe3yabTaT HEOMPEIEICH-
HbId, >70% — pe3ynbTaT OHOIICUH HE HoATBep K aeT quarno3 AKMII [4].

Crparudpuxanus pucka BCC

Bricokuit puck cmeptn B pesynbrate BCC npu AKMII otmeuaror y nereu ¢
CUHKOMAJIbHBIMH COCTOSHUSIMH U ceMelHbiMu ciaydasmu BCC. HeGmaronmpusiTHbIN
IIPOTHO3 OTMEYAIOT Y B3POCIBIX MAIIMEHTOB C CHHKOIIE, TOBTOPHBIMH 3MH30/IaMH Ke-
JTyTOYKOBOM TaXWKapJvu, U TIOJTBEPKIACHHBIMU CTPYKTYPHBIMUA U3MEHEHUSMHU Tpa-
BOTO KEJIyJJ0uka (Ta01.2).

K kputepusim crpatudukaiuu pucka BCC oTHOocsATcs cienyromue [6]:

- Inddysnas gunaranus 10K,

- BoBieuenue JIK,

- Muchyukmus/qunaraius mpaBoro KemyIo4ka + nHayKius ycrounbon KT,
- OctaHoBKa cep/na uin GuOPUIISAIUS KETYOUKOB,

- Cemelinbiii anamie3 AKM u BHE3anHOW CMEPTH,

- CuHKoIIE,
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- [To3HME KeTyTOUKOBBIEC MMOTEHITHABI + TUCHYHKITNS TIPABOTO JKEITy109Ka,
- KenynoukoBas Taxuxapusi,
- [IporpamMmmupyemast CTUMYJISIIHS KTy I0YKOB,
- Hucnepcus uatepana QT,
- XKenynoukoBast SKCTPacHCTOJIHS.
Tabmuma 2 - PexomeHmanmuu Juisi KIMHAYECKOTO BEICHUS W TMPOQUIAKTUKH

BCC y manuenToB ¢ AKMII (J. Brugada, J. Fernandez-Armenta, 2012):

Hoarpynunsi Mapkepbl pucka Pexomenpanuu HccaenoBanue UK
OnpenenenHas YcroitunBas KT, | YMeHbmuTh pusu- Exeroano OKI', | PekomeHnnyercs
AKMII HEOOBbSICHUMbIE YECKHE HATPYy3KH, Ix0oKI" nnu
BBICOKMH PUCK IpyruMHu npuuu- | u3derats copeHo- | MPT, CXM ¢

HaMU CHUHKOIIE, BaTEIbHBIX BUIOB HArpy304YHBIMHU
snuson BCC CIIOpTA, TecTaMu

[-61oxaTophI

Omnpenenennas OO6umpHoe u3Me- | YMenbuTh ¢pusu- | Exxerogno OKI', | Paccmotperts
AKMII HEHHE MHOKApJa | YeCKHUE Harpy3KH, OxoKI" nnu BO3MOKHOCTb
YMEpEHHBIHN pUCK | (TsbKesas auc- uzberarb copeBHo- | MPT, CXM ¢

¢bynxus 10K, BaTeIbHBIX BUIOB Harpy304YHbIMU

yuactue JDK, He- | cnopra, B- TECTaMH

ycronuuBast JKT) | OiaokaTopsl

Omnpenenennas Omnpenenennbiii | YMensmutsh pusu- | Exxerogno OKI, | He pexomenny-
AKMII nuarHo3 AKMII | weckue Harpysku, Ox0oKT" wm ercs
HU3KUN PUCK uzberath copeBHo- | MPT, CXM ¢
BaTeIbHBIX BUIOB Harpy30o4HbIMH
cropra, B- TECTaMH
0JI0KaTOPBI
beccumnromusie | beccumnromuas | YMenpmuth pusu- | Exxeromno OKIT, | He pekomeny-
HOCHUTEIM MyTa- | MyTallMsl y pOJA- | YECKHE Harpy3Ku, OxoKI" nnu eTcst
AU CTBEHHHUKA n36eratb COPeBHO- MPT, CXM ¢
BaTEJIbHBIX BUI0B Harpy304HbIMH
CHOpT TeCTaMH
[Ipumeuanne: AKMII — apurmorennas xkapauomuonatus, XT — xemynodkoBas

taxukapaus, [DK — npaserit sxenynouek, JOK — nesorit sxkenynouek, OKI' - anextpokapauorpadus,
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Ox0KI' — sxokapnuorpadusi, CXM — cyrounoe xonrepoBckoe moHutopupoBanue OKI', MPT —
MarHuTHO-pe3oHaHcHast ToMorpadus, MK/ - uMmianTupyemMbIil KapAHOCTUMYIISITOP

JAudpepeHunaabHbIN IUATHO3

Huddepennuansapiii auarno3 AKMII npoBoasr ¢ 3aboneBaHusiMu cep/iia,
XapaKTePHbIMU MPU3HAKAMHU KOTOPBIX SBISIOTCS ApUTMHUH, YBEIUYEHUE. PA3MEPOB
MIpaBbIX OTAEJOB CEpALA, 3aCTOMHasA cepacuHas HenoctarouyHocTs: JJKMII - onpene-
JSIOT OMBEHTPUKYJSPHYIO JWJIATAIIMIO U 3aCTOHMHYIO CEpJIEUYHYIO0 HEIOCTaTOYHOCTh
KJIIMHUYECKA MOTYT UMHTHpoBaTh cuMnToMbl AKMII ¢ BOBliledeHHEM JIE€BOTO JKEITy-
nouka. Ilo pesynmpratam OKI'- u MPT pasnnuaror 3t mopakeHnsi Muokapaa. bo-
ne3nb Uhl - penkoe 3a0osieBaHre, XapaKTEPU3YIOMIESCs MMOJIHBIM OTCYTCTBUEM MHO-
KapJa IpaBoro »Keiaya04dKa, YTO MPUBOJAUT K PE3KOMY MCTOHUECHHUIO CTEHKHU IMPABOTO
XKelymodka (IIepraMeHTHOMY MpaBoMy kelryao4ky). [Ipn anomamuu Uhl oTcyrcTBy-
€T CEMEHHBIN aHaMHE3, PEAKO Pa3BUBAIOTCS -APUTMHUH, KIMHUYECKas MaHU(ecTaIus
3a00JIeBaHUsI BCTPEYAETCA B JETCKOM BO3PACTE, OTCYTCTBYIOT MHCTPYMEHTAJIbHBIC
npu3Haku AKMII [5].

Takum 0Opa3zoM, COBOKYIHOCTh KIMHUYECKON KapTUHBI C pAHHUM HauyaJjioM 3a-
OoJieBaHUSI C KETYIOYKOBBIX apUTMHUN WM CEPACYHOM HEJOCTATOYHOCTH, JIMOO C
Kajgo0 marueHTa Ha OOJIeBBIC ONIYIICHHUS B 00JacTd cepiaia u mnepedou B padbote
cepala, CEMEHbI aHaMHe3, pe3ysibTaThl DKI' 1 KOMIIJIEKCHOTO HHCTPYMEHTAIBHOTO
uccienoBanus, Brirodaromero IxoKI', MPT, B psae ciydaeB MOpQosoruueckoro
HCCIIeIoBaHMsl OnonTaTa MUOKapaa, mMo3BoiauT auarHoctupoBatb AKMII. HecmoTps
Ha PeAKYIO BCTPEYaeMOCTh 3a00JI€BaHUsI, HEOIArONMPUSATHBIN MPOTHO3 Y JUI MOJIOJI0-
ro TPYAOCTOCOOHOTO BO3pacTa, 0OYCIOBJIMBACT CBOCBPEMEHHBIA JUATHOCTUYCCKUN

MTOKMCK ¥ TIPOBEJICHUE MTEPBUYHON 1 BTOpruYHOM npodunaktuku BCC.
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