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ARRHYTHMOGENIC RIGHT VENTRICULAR DYSPLASIA: MODERN LOOK
AT THE PROBLEM OF DIAGNOSIS AND TREATMENT

N.V. Nagorna, E.V. Pshenichnaya

SUMMARY
The article presents the current understanding of arrhythmogenic right ventricular dysplasia, its etiology,
pathogenesis, diagnostic criteria, clinical variants of the flow. The possibilities of drug and non-drug treatment
of arrhythmias due to the presence of right ventricular dysplasia.

APUTMOIEHHA OUCNNA3IA NPABOIO LUMYHOYKA: CYYACHWUW NOrnsaa HA NPOBNEMY
OIATHOCTUKU N NIKYBAHHS

H.B. HaropHa, O.B. MweHnyHa

PE3IOME
Y cTaTTi npeAcTaBneHi CyyacHi yABNEHHA MPO apUTMOreHHy ANCMIasito MpaBoro WIYHOUKa, ii eTionorito,
naToreHes, KpuTepii AiarHOCTUKM, KNiHiYHi BapiaHTL nepebiry. Po3rnagaoTbca MOXXINBOCTI MeMKaMeHTO3HOMO
Ta HEMeVKaMEHTO3HOTO JliKyBaHHSA apuUTMili, 00YMOBIIEHVX HAABHICTIO AMCMNNA3IT MPaBOro WyHOUKa.

KnioueBble crnoBa: apuTMoOreHHas gucnnasuna npaBoro Xenypgo4dka.

JKusneyrpoxxaromiye enyfodKoBble HApYIIEHNA
pUTMa cepAlla ABIATCA OCHOBHOM IPUYMHOI BHE-
3amnHoit ceppeqnoit cMeptn (BCC) - rposHoro u He-
06paTIMOro MpOSIBIEHNS CePHeYHO-COCYAUCTBHIX 3a-
OoneBaHuil. BoleneHne rpymsl BBICOKOro pucka BCC
Cpeny TaIeHTOB C PeAKUMI M paHee HEM3BEeCTHBIMMU
3a0071eBaHMsAMI ABMIACTCS AKTYaNIbHOI 1, K COXKase-
HIIO, el1le NAJIEKOIT OT PaspelleHt 3a/jadell COBpEMEH-
HOVI KJIMHIYECKOI apUTMOJIOTUM.

Hanbornee 3710kauecTBEHHO HEKOPOHAPOTCHHbIE
JKEMy/JOYKOBble apUTMUM MPOTEKAIT y MallYIeHTOB
C apUTMOTEHHOI JMCIIa3Mell MPAaBOTO XKeNyLo4YKa
(ATDXK) - ogHUM U3 pacpOCTPaHEHHBIX U TPYLHO
AMarHOCTUPYEMBIX 3a00/IeBaHNIT, IPOABIIAIOLMXCA
CTPYKTYPHBIMU M3MEHEHUAMU MUOKAPJA.

B 1977 ropy Fontaine G. ¢ coaBT. onucanu 6 cny-
YaeB CTOMKOI XKeTyTOYKOBOJ TaXMKapAuM y Talu-
€HTOB C IUnepTpodmeli IpaBoOro XeTyfoyKa Ipy OT-
CYTCTBUM IIPU3HAKOB ABHOI CepeYHOII IIaTONIOT M,
0003HaYNB 9TO ABJIEHNE TEPMUHOM «apPUTMOTEHHAs
AUCIUTIa3usA IpaBoro xenypoukar» (arrhythmogenic
right ventricular dysplasia) [31]. ITpu ayTomcnu y Bcex
IIAIJeHTOB Obl/Ia BBIAB/IEHA SKUPOBask MHOUIbTPALs
MUOKap/ia paBoro xenyjgouka. B 1982 r. Marcus E
et al. mpemIOXII TEPMIUH «apUTMOTEHHAS [IPABOXKe-
JyLOYKOBasl KapAMOMMONATU» UM «aPUTMOT€HHas
6071e3Hb MPABOTO XKenympouka» [44]. B manpHeitem
pabouas rpymnmna EBpomeiickoro Kapauoaorndecko-
ro ob1ecTBa 10 Mpo6rIeMaM BHE3AIHOI cepAedHoit
CMePTH IPEeJIOKIIN UCIONb30BATh TEPMUH «IIPABO-
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JKeNyouKoBas Kappauomuomnarusi» [51]. Opxako yum-
ThIBasi TOT (aKT, YTO PajjoM aBTOPOB ONMUCHIBAIINCH
CIy4ay, KOTOpble MO KIMHUKO-MOP(OI0rniecKum
usMeHeHMAM (MaHnpecTanna 3aboneBaHNA >Key-
JIOYKOBBIMIU TaxMapUTMUsIMu Ha GoHe runepTpodu-
POBaHHOTO NPABOTO JKeMY04YKa) COOTBETCTBOBAIN
nanHbiMu Fontaine G. [46, 59], TepMUH «apUTMOreH-
Hasl AMCIUIa31sl IIPABOTO SKEMy/[04Ka» ObIT OCTaB/IEH B
K/IMHIYeCKON IPaKTUKe.

CornacHo omnpepenenuio Pabodeit rpymmsl o 3a-
6oneBaHMAM MMOKappa u nepukappa EBpornerickoro
obuiectBa Kapzuosnoros (2008 r.), AIITDK - 3abonesa-
HIe MBIIIIBI CEPALA, XapaKTepU3yoleecs Iporpec-
cupynomuM 3aMemenneM Mnokappa DK xuposoit
1 GubOPO3HOI TKAHBIO B IIpefe/iax TaK Ha3bIBA€MOTO
«TPEYrONbHMKA FUCIIa3VN», HAXOMAIMIET0CS MEXAY
BBIHOCAIMM 1 ipuHocsiuM nytsamu [DK u Bepxyru-
Kot ceppta [30].

Pacnipoctpanennocts AJIDK TouHO HemsBecT-
Ha, IOCKO/IbKY 3a00/IeBaHyie OTHOCUTENIbHO HELaBHO
UleHTUPULIMPOBAHO 1 Ha HayaJIbHBIX 3Tallax Hpo-
TekaeT 6eccMITOMHO. YacToTa ero BCTpe4aeMoCT
COCTAB/IAET B PA3HBIX STHMYECKMX IpymIax ot 6:10000
10 44:10000 [5, 8, 23, 25, 29, 59]. B HeKOTOPBIX perno-
Hax Mrtamuu (Benenws) u Iperuu (octpoB Hakcoc)
PacIpoCTpaHEeHHOCTb 9TOTO 3a00/IeBaHsI BbILIE U
nocruraer 0,4-0,8% [58].

B 80% cnyuaes AIIIDK BriepBble AMarHoCTUpPYIOT B
nepsble 40 71eT XMU3HM, PeKO — B 60jIee cTapiieM BO3-
pacre, y My>K4MH B 3 pasa yalie, yeM Y XeHIuH [25,



28, 51, 58]. B nccnepoBanum, nposenernHoM G. Thiene
U coaBTOpamu, rucronorunyeckue npusHaku AJIDK
OblTM BBLAB/IEHBI Y 20% IallMeHTOB, yMepIINX BHe-
3amHo B Bo3pacrte o 35 snet. [59]. [Ipu maronoroana-
TOMUYECKOM UCCAENOBAHNN IeTell I MOJIOIBIX JTIOfEN,
YMepIINX BHE3AITHO OT CePIeTHO-COCYUCTHIX IPUINH
B Bo3pacte o 20 et y 26% nauuentos Corrado D.
et al. BersBun Mmopdomnornyeckne mpusHakun AJITDK
[24]. Larsson E. et al. npoananusupoBanu faHHble ay-
TOIICUM 16 BHE3AITHO CKOHYABIINXCSA MOJIOJIBIX IIIBEJT-
CKUX cIIOpTcMeHoB, npy atoM AJITDK 6b11a KOHCTaTH-
poBaHa y KaXJoro 4yeTseproro [38].

[Tpnynna o6cy>I<;[aeM0171 MATOJOTUHU A0 HACTOsAIIe-
ro BpeMeHM ocTaeTcsA HesicHoi. B 1982 rogy Marcus
EL et al. o6parunu BHUMaHe Ha BO3MOXKHbIII ceMeli-
HbIIT XapakTep guciiasunu [44]. Nava A. et al. B 1988
rogy obcienoBamm 72 WwieHa 9 ceMell B IBYX-Tpex
HIOKOJIEHMSIX U BBICKA3aJIMi TUIOTE3Y 06 ayTOCOMHO-
TOMMHAHTHOM THIIE HACTIEIOBAHVISI C Pas/IMYHOI CTe-
IIeHbIO IIPOSBJIEHNA U NIeHeTpalyy TeHoB [46]. B no-
c/lenyoliieM ObUIN BBIAB/IEHBI TeHEeTHYeCKe Hapyllle-
HuA B 1At ceMbax ¢ AJITDK B xpomocome 14q23-24
[18]. Li D. et al. cuntarorT npu4nHOI MaTONOrUM Ha-
pyieHye B xpomocome 10p12-pl4 [39]. B HacTosmee
BpeMsA U3BECTHO, 4T0 B 30-50% cryyaes 3aboneBaHme
UMeeT HaC/IeCTBEHHBIN Xxapakrep [8, 13, 23, 26]. Boi-
IETA0T Ay TOCOMHO-JOMUHAHTHBII THUII HACTIE[IOBaHUSA
¥ ayTOCOMHO-pereccuBHble popmbl AITDK (cuuppom
Hakcoca u cunpipom Kapsasina) [22, 53]. ITo gaHHbIM S.
Peters [49], BcTpe4aeMOCTb ayTOCOMHO-JOMIUHAHTHBIX
¢dbopm AIIDXK ot 1:1000 o 1:1250. lenetnyeckue n3-
MeHeHA ObUIM OOHapyXKeHbI B Oe/KaX ;ecCMOCOM, KO-
TOpble OTBETCTBEHHDI 32 MEXXK/IETOUHbIE KOHTAKTBI
[12, 56]. [JonOMHUTENBHO K TeHETMYECKNM IPUYMHAM
AJITDX npenosxeHbl Teopuy, B KOTOPBIX B KaueCTBe
CaMOCTOSITE/bHBIX MPUYMH UM CIOCOOCTBYIOLINX
bakToOpoB, paccMaTpMUBAIOT AM30HTOTeHe3 [7, 16];
mereHepaTuBHbIe [16], nHeKIMOHHBbIE MK BOCIA-
JMTeNbHBIE poleccsl [36, 50]; amontos [41] u TpaHc-
nuddeperyuaryio kapgomuonuTos [110].

Teopust nM30HTOTeHe3a SB/IAETCS B 3HAUUTETBHON
CTeNeH! UCTOPUYECKOlL, cornacHo kotopoi AIITDK
ApysieTca GOpMOIl aHOMAMNM YIS, VIV «IIepraMeHT-
HOTO CepAiLia», — BPOXKIEHHOII TUIIOIIa31yM MIOKapHia
npasoro xenygouka (IDK) [7, 16, 35]. Jereneparus-
HasA Teopus npepmnonaraet, yto AIIDK - cnencrsue
rubenyt KapAMOMUOLVITOB M3-3a YHACIELOBAHHOIO
MeTab0/IN4eCKOro VI YIbTPaCTPYKTYPHOTO fleheKTa.
BosmoxHbIit fledekT KapTrpoBaH Ha xpomocome 14q23
K q24 [16, 54]. B coorBeTcTBUM € 3T0I Teopueit AITIK
paccMaTpuBAIOT KaK «MIOKAP/MATbHYIO AUCTPOPUIO»
[16]. CornacHo MHQEKIMOHHOI MU BOCIIATINTENBHOI
teopun, AJIDK - cnencTBue mepeHeceHHOTO MUO-
Kappura, ocobeHHo BupycHoro [16]. [ToBpexpenne u
rubenb Kap/iOMUOIIMTOB MOTYT IIPOMCXOJUTD 1 B pe-
3y/IbTaTe BOCIATNTENbHOI MHPWUIBTPALINY, KOTOPas,
BEpPOATHO, UTPaeT BXXHYIO POJIb B Pa3BUTIY KU3HEO-
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IACHBIX apuTMuii [16, 24, 58]. Porb KapAMOTPOIHBIX
BJIPYCOB B [IATOT€He3€ 9TOr0 3a00/IeBaHMs IIOATBEPIK-
faeT ux obHapyskeHne B Muokapge 6onpubix ¢ AIITDK
[19, 21]. G. Fontaine et al. [30] BbIsIBI/IM BOCIIA/IATENb-
Hble UHQUIBTPATHl B MUOKapHe 8 113 27 HalVIeHTOB C
AJITDX. B axcrepyuMeHTe Ha >KMBOTHBIX OBIIO OIICa-
Ho cxopHoe ¢ AJIIDK nopaxenne IDK ¢ passutuem
€ro HefJOCTaTOUHOCTH U SKeTyHOYKOBBIMY aPUTMUAMU
¢ BbicokuM puckom BCC [15, 33]. Y mbimtett, undurim-
poBaHHBIX BupycoM Kokcakn B3, passuBaics HeKpo3
kappuomuonutos IDK ¢ mHbmIbTpanyel MOHOHY-
K/IeapHBIMM KJIeTKaMI U IIOCTIeAYIOUM 00pa3oBaHu-
em aneBpuaMsl IDK [50]. Onnako E Calabrese et al.
[20] cunTatoT, 9TO FIHTEPOBUPYCHI He UTPAIOT OOMBLION
ponu B atuomnarorenese AJIIDXK, uro, ogHako, He mc-
KJII0YaeT HeoOXOAMMOCTH [a/IbHENIINX VICCIENOBaHIT
IULS U3YYeHMs POIU APYTUX MH(PEKIMOHHBIX areHTOB
U OIpefieNieHNs MX BO3SMOXKHOTO YYacTUA B MHUIUM-
poBaHuu anomntosa. Teopus TpancauddepeHnmaryin
6asypyercs Ha runorese o TpaHcaudpepeHIaALUN
KapAMOMUOIIUTOB B afUIIOLuThI [28].

B coorBeTcTBUM € OOLIENPUHATON IUIOTE30M
0 «1eeKTHOI eCMOCOMe» T€HETUIECKN JIeTEPMU-
HUpyeMble HapylIeHNs [eOCTU JeCMOCOM SBANT-
cs1 OCHOBHBIM daktopoM B passutuu ATDK [14].
CunraeTcs, 4TO HEOCTATOK Oe/IKa MIN BCTpaBaHMe
FeHeTUYEeCKY U3MEHEHHOTO Oe/IKa B CepJieYHble flec-
MOCOMBI MOXKET BBI3BIBATh HapyIlUeHME CIIeNIeHNs
KapAMOMIOLIMTOB BO BCTABOYHBIX [JICKAX, 0COOCHHO B
YCIOBMAX MEXaHIYECKOTO CTpecca (YTo Hab/ofaeTcs
npy 607bIINX PU3NYECKMX HATPY3KaX), IPUBOJALee K
IIpOrpeccUpyIolIell feTeHepanyy KapAMOMUOIITOB 1
uX rubenu ¢ nocnenynmuM Gudpo3HO-XUPOBBIM 3a-
MelnieHueM [23, 52]. Ora rumnoresa 0ObACHAET, ITOYE-
my mpu AJIIIK B matomormdeckuii mporiecc rmaBHbIM
06pasoM BOBJIEKAIOTCsI TOHKOCTeHHbIe obmacTu IDK
u 3agHe60KoBbIe 06macty JDK, KoTopble CTPYKTYpHO
6os1ee yA3BYIMBI PV MEXaHIYECKOM HaIpsKeHu [52].
[MTarornomonnynomy AJITDK ¢pubposHo-)xmnpoBoMy
3aMeleHnio kapauomuonutos IDK mpenmiecTByioT
U3MeHeHUs B JeCMOCOMaXx, CBS3aHHbIe C MyTaljuel
TeHOB, MX KOUPYIOIINX, ¥ aCCOIMIPOBAHHAA C HUMMA
peMopenAnys COeAMHEHNIT MKy KIeTKaMI1, UTO MOf-
TBEPXKIIEHO Pe3y/IbTaTaMy UCCIENOBAHNSA, IPOBETEH-
Horo A. Asimaki et al. [11], KoTOpblIe yCTaHOBMIY, YTO
U3MeHeHNe JOKaIM3aLNIU feCMOCOMATIbHBIX O€NKOB
BBUB/IAIOT B Muokapae IDK taxux 60nbHBIX elte 10
ero Gpubpo3HO-XMPOBOTO 3aMel[eHNsI.

YkasaHHOe onpepensaeT NOMUHUPYIOLUIYIO B Ha-
crosulee Bpemsa Teoputo narorenesa AJIIDK - amomn-
T032 KapIMOMMOIIMTOB C IIOCTEAYIOIMM 3aMellleHeM
HOBPEXAEHHBIX K/IETOK XXIPOBOIL 1 pubpo3HOIL TKa-
HbI0. ATIONITOTIYECKAA JereHepauns ABIAeTCs Ipu-
3HAKOM TeHepaIM30BaHHOTO MPOIecca, A KOTOPo-
o, B OT/INYME OT HEKPO32a, XapaKTEPHO HE 0YaroBoe,
a MO3aMyHOe MOopa)keHue KaeToK. [lnd peannsanyn
aNOITOTNYECKOTO IePePOXKEHNS KIETKI He0OX0au-
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MBI SHEpreTUIecKue 3aTpaThl C aKTUBaIell 6elTKOBO-
ro cuHTe3a 1 epMeHTATUBHBIX IPOLIECCOB, B MICXOTE
KOTOPOro pOpMUPYIOTCS ANONTOTUYECKIE AaHTHUTENIA,
IpeACTaB/IAIe COO0TT YIACTKY AereHeparui, OT-
Ie/ieHHble MeMOPaHOIT OT OCTAa/IbHOI YaCTU KIeTKIU.
AnonToTnYecKnit ayTonn3 KapAuOMUOLIUTOB CMEHs-
eTCsI 3aMeCTUTEIbHBIM IIPOLIECCOM B BIiie MHOWUIBTPa-
MY )KMPOBOJ TKaHbIO U 3aTeM IIPOL[ECCOM CKIePO3U-
POBaHMA 30H MIOKap/ia IIpaBoro >kenypoudka. [Iponecc
TeCTPYKLMM ITPABOTO XKeMy0YKa PacIpOCTPAHAETCA B
HallpaB/IeHUM OT SIMKaPAMATIbHBIX CI0€B MUOKAp/a K
snjokapauanpHbiM. [lo Mepe nporpeccupoBaHus 3a-
6oJeBaHMsI 30HA TOPAKEHNST MUOKap/ia paclIipsier-
€S OT TIPABOTO JKENYH0YKa YePe3 MEXOKENYF0IKOBYI0
IIEPErOPOAKY K IEBOMY XeNyRouKy [2, 41, 60, 61].

[Tpu ayromcunu y 6onpubix ¢ AJJIDK BbLABIAIOT
XapaKTepHble MOP(OIOrnyecKye U3MeHeHUs CepALia
IpefcTaBIeHHble JUIATanuell ¥ UCTOHYEeHUeM pas-
TIMYHBIX OTAEIOB ITPABOTO XKeNMyA0uKa. OT! U3MEHEHM s
MOTYT MIMETb Pa3JIMYHYIO0 CTEIIEHb BBIPAKEHHOCTU OT
OYaroBBbIX — JIOKA/IbHBIX, O PACIIPOCTPaHEHHBbIX — Te-
Hepaln3oBaHHbIX. [Ipy BrIpaKeHHOI reHepantn3anum
MATOJIOTMYECKOTO IMpoIecca Mopa)kaeTcs, KaK 30Ha
IPaBOTo JKENyNo4Ka, TaK U MEXOKeTy04KoBas mepe-
ropopxu. [Tpn pacupoctpanensHom Bapuante AJIIDK
BO3MOXKHO IOPa)KeHNe NPUIEKAIMX K IePEropof-
Ke JacTell 71eBoro xenynodka. OfHaKo, 10 MHEHUIO
pAfla aBTOPOB, TUIIMYHOI JIOKa/IN3aLMEN U3MEHEHMIT
MUOKapJa AB/IAeTCA — BePXYLIKA, IPUTOYHBII OTHEI I
3ajjHe-6asajbHas CTEHKA [IPaBOTo JKemygoUka. VMeH-
HO 9TU OTJE/bl IPABOTO XKENMyJ04Ka COOTBETCTBYIOT
TaK Ha3bIBAEMOMY «TPEYTOIbHUKY AMCIUIA3UM» IpU
AJITDK [1, 6, 40, 43].

ITo JaHHBIM MUKPOCKONNYECKNUX VMCCIENOBAHMNIA
BBIZIE/IAIOT [IBA TUCTONOIMYeckux BapuaHTa AJIIDK
(2, 38, 45, 58]:

- TUIIOMaTo3HbIi1 (40%) — ¢ IepBIYHOI iUIaTaues
BBIBOJTHOTO OTJe/Ia /I TOTaabHOM gumatanuein [DK;

- pubposHO-MMIIOMaTO3HBII (60%) — C aHeBpU3-
MaMM BBIBOJTHOTO OT/Ie/Ia IIPABOT0 XKeMyL0uKa, CTeHKI
IIPaBOrO JKeTyf0uKa B 00/IaCTH HIDKHe-3aJHell CTBOP-
KIf TPEXCTBOPYATOTO KJIallaHa, BEPXYIIKM 1/VU/N TIpU-
TOYHOTO TPaKTa.

ITpu nepBoM BapMaHTe BbIAB/IAIOT OTATOLEHHDIN
CeMeJHBIII aHaMHe3, MaHU(eCTUPYIoLe B paHHEM
BO3pacTe ApUTMMIH, X 37I0KaUecTBeHHoe TeueHue. [Ipu
TUCTOIOTMYECKOM MCCTIEIOBAHNM MUOKAp/a IIPaBoro
XKeTTy[oUKa IPeoO/IafaoT afUIOLThL.

[Tpu BrOpOM Bapuante 1e6I0T 3a60/1eBaHNU IPO-
UCXOAMT TI0CTIe 25 JIeT, B CeMbe He IIPOC/IeKUBAETCS
OTATOLIEHHO HacnefcTBeHHOCTH. B 100% cmy4yaes
B OMONTaTaX BBIAB/AIOT TUMMQPOLNUTAPHYIO UHPUID-
Tpaluio, yauie oOHapy>KuBakoT odaryu ¢pubposa B ye-
BOM JKeNTyJ04Ke U MEXKeIyJOUKOBOIl IePeropoiKe.
BeposTHO, 3TOT BapuaHT CBsI3aH ¢ MHPEKIIMOHHBIM
U/ MMMYHHBIM ITOpaKeHMeM Cepflia U ABJIAeTCS
CTIeACTBMEM IIPUOOPETEHHOTO TIOPAXKEH VST MIOKaP/a,
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peann3oBaBuIeTOCs Ha (OHE TeHETUIECKOIT TIpefpac-
IIOJIOKEHHOCTH |2, 38, 45, 58].

Han6osnee npusHaHHBIM B MUPOBOIJT TUTEpATYpe
ABMIseTCA MHeHue o ToM, uto AJIITJK - ato nmporpec-
CHpYIOLasl IATOMOTMsS CEPAEYHON MBIIIIBI, KOTOpast
uMeeT ClIeRyolie KIMHUKO-Mopdoornieckne Ba-
puaHTHI [3, 4, 7, 35, 40]:

- «HeMasA» aHOMamusA pa3sutua Myuokapza IDK y
ACYMITOMHBIX JKEpPTB BHE3AIHOI CMepTH;

- «MaHU(eCTNPYIOIast» MATOMOTH, XapaKTepH-
3YIOIAsICsl CETMEHTAPHBIMM W/IM [7I00A/IBHBIMM CTPYK-
TypHbIMK M3MeHeHyamu DK, qacto cBsisaHHas TONb-
KO C TYICTOJIOTMYeCKUMM TIPOSAB/IEHVAMY BOBJICYEHIA
B IIPOLIECC JIEBOTO JKeYL0YKa M CUMIITOMATYHBIMU
JKeITYOUYKOBBIMIU apPUTMUAMI;

- «TepMMHAJIbHAS CTAfUSI» OMBEHTPUKY/ISIPHOTO
HOpa)KeHMs, IPeCTABILIONIEro co60it AumaTanoH-
HYIO KapAMOMIUOIIATIIO, IPUBOJALIYIO K HeKypabenp-
HOI1 ITPOrpeccypyIollell cepievHoil HeJlOCTaTOYHOCTH
U TpeOyIoLell TpaHCIUIAHTALIMY CepPJLIA.

HomyHupyronmm kiHndecknm npusHakom AJITIDK
SIBJIIIOTCS 37I0KaYeCTBEHHBIE JKEYO0YKOBbIe apUTMUNL.
He6rotupyer AITDK 06b19HO 9KCTpacucTONMel pas-
MIVYHBIX TPAALNIL, KOPOTKMUMH «IIPOOKKAMII» XKemy-
JI0YKOBOJI Taxukappyu. B aToit rpymme 60/IbHBIX 4acTo
BCTpevarTcs ycroramsble mapokcusmbl JKT, conposo-
JK/JAIOIIMeCs] CUHKOIIANbHBIMY COCTOSHMUAMY, Yallie 1
ObICTpee pa3BIBAETCS PESVNCTEHTHOCTD K 3K THBHBIM
paHee aHTMAPUTMITIECKIM ITperapaTaM. XapakTepeH Io-
TMMOPU3M SKTOIMYECKIX XKEeTYTO0YKOBBIX KOMIIEKCOB
KaK CBU/IETE/IbCTBO CYLLIECTBOBAHIA MHOXKECTBA apUTMO-
TeHHBIX OYaroB Ha Ia/IeKO 3allleIX CTa/siX 3a007eBa-
Hyts1. CyOcTpaToM [y1si BOSHMKHOBEHNS XKeTyJ04KOBOIT
APUTMUN SIBJISIETCSI, KaK IPABUJIO, KOMIIEHCATOPHO TH-
HepTPOQVPOBAHHBI MIUOKAPH, PACIIOIOXKEHHbII BOKPYT
30H >KMPOBOII 11/mmt puOpO3HOIL TKauu [2, 5].

Huarnoctuka AJIIDK B HacTosee BpeMs npu-
KM3HEHHO OblTa IIPOBeJieHa TONbKO y 15-20% ma-
LVEHTOB. Y TpeTu GOMbHBIX MPH TIATEIBHOM cOHOpe
aHaMHe3a MOTYT OBbITb BBISIBTIEHBI C/Ty4ay BHE3aIlHOI
CMepTHU B MOJIOZIOM BO3pacTe U Ha/lIN4ye JKely0uKo-
BBIX aPUTMMII Y POICTBEHHUKOB [2, 41, 47, 49].

B 1994 ropy McKenna W.J. et al. mpepnoxxunu gua-
rHocTndeckye kpurepun AJITDK (Ta6m. 1), mpunATbHIe
Espomeiickoit Accormanneit Kapamomnoros [45].

Huarnos AIIIDK cumuTaeTca HOCTOBEPHBIM IIpU
CoYeTaHuM ABYX OONBIINX KpUTepues, 1-ro 60/1b11oro
U 2-X MaJIbIX KpUTEPUEB, WK 4-X Ma/bIX KpUTEPUEB

Kpnrepru McKenna W.J. et al. Bbicoko crienumy-
HBI, HO MaJI0 YyBCTBUTEIbHBI, 0COOEHHO Ha paHHUX
crajusx 3aboneBanus [45]. B HacTosiiee Bpemst Mefy-
IIMHCKOJ! 001eCTBEHHOCTBIO aKTUBHO 00CYKAAI0TCA
kpurepuu F. Marcus et al. (ta6m. 2).

IOuarnos He Bhi3biBaeT comueHmit (Definite
Diagnosis) B ciydae, ecnu y 60IbHOTO MMEIOTCS: 2
607pIINX Kputepusi; nan 1 60mbIIoi + 2 MaIbIX Kpu-
TepUsT; WM 4 MajbIX KPUTEPUs U3 PasHbIX IPYIIIL.
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Tabnuua 1

Kputepun gunarHoctukn AAMXK (McKenna W.J. et al., 1994)

Kputepun bonblme npnsHaku

Manbie NMPU3HaKn

1. cnyvan ALK,

CemeliHbii aHamHes | AOKa3aHHbIe ayToncuen nnm

en

SHAOMMOKapaAranbHon buoncu-

- cnyydam BCC B monogom Bo3pacTe;
- cnyvan AZNPK, nokasaHHbIe KIMHWYECKU.

-QRS 110 mc V1-V3.

- HaNMyme BOJIHbI «€» (SNCUNOH);

- YacTble »KeNyAOUYKOBbIe SKCTPACUCTONbI
(>1000/24 u);
- ann3ogbl MoHoMopdHo KT c mopdonoru-

[OYKa;
- aHeBpu3Mbl [TK

IKr el 6nokaabl NeBo HOXKM NyykKa nca;

- HapyLLeHue penondpuaunn B V1-V3y
nauneHToB cTapLue 12 neT, He UMeloLnX
6510Kafly MPaBo HOXKM NyyKa lca

N6PO3HO-KMpoBaa MHOWb- - YBENMYEHMNE COAEPKAHUSA KNPOBOW TKAHN
lucmornoeuueckue Pubp P ¢ . yo Aep P
Tpauusa (CopepKaHune XnpoBon 3%;
OdHHble o
TKaHu 40%) - numdoumTapHble MHGUNBLTPaTbl B brionTaTte
- 3HaUMMas gunatauus, CHUXe- |- ymepeHHas aunatauuma MNMXK 6e3 cHuxkeHnA
Hue dpakumm Bbibpoca MX; bpakumm Bbibpoca
JucyHkyus xeny- |- cermeHTapHoe nopaxeHuve MK
doukos C BOBNIEYEHVIEM NIEBOTO »Kesy-

Iuarxos: morpannynas popma AIIIDK (Borderline
Diagnosis) He BbI3bIBaeT COMHEHMII Y 60/IBHOTO, KOTO-
polit uMeeT: 1 607b1I0M + 1 MasIblit KpuTEpuMit; Wi 3
MaJIbIX KpUTepys U3 pasHbIX TPYIIL.

IInarnos AITDK comuntenen (Suspected Diagnosis):
1 607110 U 2 MaJIBIX KPUTEPHSA U3 Pa3HbIX TPYIIIL

B muaraoctuke AJITIDK Ba)kHOe 3HaUeHe UMEOT
Ppe3y/IbTaThl 37IeKTpOKapAnorpapuu, u paguon30Ton-
HOJ aHTHorpadun, MarHUTHO-PE30HaHCHOI TOMO-
rpadun.

Bonpuryio AMarHoCcTU4YeCcKyo 1[eHHOCTb, HeCMO-
TPA Ha IPOCTOTY BBIIOMHEHM U 00IeJOCTYIIHOCTb,
uMeeT cTaHjapTHasa 12-kananpHasa OKI: BoiABIeHME
uHBepcny 3y6ua T B IPaBBIX IPYAHBIX OTBEIEHMSX —
opnH 13 Haubonee yactoix IKI-npusnakos AJIIDK,
obHapyxmBaercsa y 70-75% OOIbHBIX, IIepeHeCIINX
xots 651 ofyH napokcuam JKT. TTockonbky Hanbomb-
1Iee KOIMYeCTBO JKMPOBOI TKaHM HAXOOUTCS B BBIBO-
nHoM otgene IDK, ero cBo6OfHOI CTeHKe U Iepero-
POZiKe, 9TO IIPUBOANT He TOJIbKO K M3MEHEHMIO KOHe-
HOI1 YaCTH SKeTyIOYKOBOTO KOMIIZIEKCA, HO U YAIMHAET
BpeMsI BHYTPIDKETYTOUYKOBOTO IIPOBEfIeHN B TPABBIX
rpynHbIx oTBefieHMAX. [lo sanubiM Fontaine G. et al,,
yBemudenue gnureabHocT QRS - 110 Mc - oTHOCHUT-
€l K CUMIITOMaM, VIMEIOMIMM BBICOKYIO YYBCTBUTE/Ib-
HOCTb (55%), crenmuarocTts (100%) 1 BBIABIsAETCS
y 70% manyueHTOB ¢ pa3BePHYTON KIMHUYECKOI Kap-
TuHOIT 3aboneBanus [32]. K anexrpoxapanorpaduue-
ckuM KputepuaM pauarnoctuxku AJIIIDK otHocuTca
«3IICUTIOH» BOJTTHA B OTBefleHNN V1, oTpaxkaromas 3a-
MeJIJIEHHYIO JIeONAPU3aIMI0 IPABOTO JKeMy04Ka U
IpecTaBIsIIoNas co6oii «3a3yopuny» Ha cermente ST.
Ouna BoLaBAercs B 30% cnygaes [11, 25, 42, 45, 55].
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ITpu BeHTpuKynorpadum BbIABIOT pacIIMpeHne
BpIBofiHOTO oTAena IDK, aneBpuamariueckoe BbITIA-
yyBanue creHok 1K, yame nokanusyromeecs B 3a-
JiHeM TIOfIK/IAlaHHOM 1 TlepefiHeM MHPYHAMOYIIpHOM
IIPOCTPAHCTBE, YYaCTKU TUIO-U AUCKMHEe3a, Haln4ye
HOIepeYHO-HaNPaBIeHHBIX TUIEPTPOPUPOBAHHBIX
TpabeKy B 06/1acTy BEpXYLUIKM [ICTaNbHee MOfiepa-
TOPHOTO TsDKa. BblsiBNIeHMe KOMOMHALINY STUX TIPHU-
3HAKOB IIPM IIPOBEJIEHIM IIPABOIl BeHTpUKYy/Iorpadun
CBUIETENILCTBYET O HAIMYUU JUCIUIA3UU CO CIIeLu-
bUIHOCTBIO — 96% U YyBCTBUTENBHOCTBIO — 88%. Y
60mpHbIx ¢ AJITDK BBIABISIOT COOTHOIIIEHNE KOHEYHO-
nuactomdeckoro auametpa 0,5 msa IDK/JDK: uyBcTBu-
TENbHOCTD — 86%, crenupuIHOCTD — 93%, TOMOXKI-
Te/IbHAA UATHOCTITIECKAs 3HAUVMOCTD [/ BBLAB/ICHNA
AJITDXK - 86%. Scognamiglio R. et al. [55] nccregosamm
BO3MOYXHOCTD 3XOKappuorpadguaeckor AuarHoCTuKn
AJITDK y acumntoMHbIX manyeHToB: 40 (29,4%) u3 136
IIALIMEHTOB C ceMeliHbIM aHaMHe3oM AJITIDK mmm sxemy-
TOYKOBOJ SKCTPACUCTO/INEN IMEN IPU3HAKY KapAyO-
muonatuu IDK - ymepennyto gunaranmio IDK, nokab-
HOe BBIIISIYMBaHMeE U JUCKIHE3NIO0 HIDKHE-0a3a/IbHOI
CTEHKU, BBIPAXEHHBIII MOJEPATOPHBII TAXK, U30IMPO-
BaHHYIO AW/IATAIMIO BBIXOJHOTO TPaKTa MU IUCKIHE-
3UI0 BEPXYLIKM, TPAabeKy/LApHYIo ie3opranusaryio. [1o
manHbIM CemoBa B.M. 1 fip., pyTMHHas 3XOKapAMorpa-
¢us He BpraBwia AJITDK. Tonbko moc/e OCTaHOBKY
VIarHO3a 00J1ee ieTa/IbHbII aHa/IV3 O3BOIII IPEIIO-
JIO>KUTD TTATOIOTMIO IIPABOro Xenyfouka. Habmonanocs
yBe/ludeHre KOHeUHO-INaCTONNIECKOTO M KOHEYHO-
cucrommdeckoro pasmepos IDK, B ogHOM cnydae mpu
aHTVOKapamorpaduu yianoch IOfTBEPAUTh AHEBPUSMY
BBIBOJJHOTO TpakTa [6, 32, 42, 49].
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Tabnuua 2

Kputepun gnardoctuku AAMXK (F. Marcus et al., 2010 T.)

nyuka mca, QRS = 120 mc.

Kputepun bonblwmne npnsHaku Manble npu3sHakun
2. 3XOKT: pervioHanbHas aknHesus,
ONCKMHE3UA UKW aHeBpmn3ma + ogHo
13 cneyroLmx:
- PLAXRVOT = 32 mm
(PLAX/BSA > 19 mm/m?);
I. Tno6anbHas - PSAX RVOT = 36 mm
n /vnun pe- (PSAX /BSA = 21 mm/m?);
rMoHasbHas - dpaKkumnsa n3MmeHeHnA nowaan
ANCOYHKUMA 1 < 33%.
CTPYKTYpHble 3. MPT: pernoHanbHasa aknHe3ns, gnc-
N3MeHeHnA KNHe3UA NN NCCUHXPOHNA COKpa-
weHua MK + ogHo 13 cnegyowmx:
- MK KOO/BSA = 110 mn/m? (M) nnn
> 100 mn/m? (XK) nnun OB MXK < 40%
4. AHTUOIPADUA: pernoHanbHasa aku-
He3nA, AUCKNHe3MA WY aHeBpU3Ma
OcTatouHble muoumTbl < 60% npu
IIl. TucTonorus:
MOopdOMETPUYECKOM aHas3Ee B COYeTa-
XapakTepucTu-
HUK C POPO3HBIM 3aMeLLEHNEM
Ka TKaHW CTEHOK y
cBoboaHow cTeHKM MK B > 1 06pasue
NpaBoro xeny- 16
ouKa 3HAOMMOKapAvanbHoOM bruoncum B coyeTa-
A HUM U 6e3 XMPOBOTO 3aMELLEHNA TKaHV
- «-» 3y6upbl T B V1 1 V2 y naumeHTos ctap-
«» 3y6upl TBV1, V2, V3 y naumentos we 14 net (npm OTCYTCTBWM MOJIHON 6510-
KaZbl NPaBoW HOXKM nyyka 1ca) nnu B
Ill. AHomanun cTapuwe 14 net npu OTCYTCTBUN NPU3Ha-
. . otBeaeHunax V4, V5, V6;
penonapusaunm | KoB NonHoM 61oKaabl NPaBO HOXKY

- «» 3y6ubl TBV1,V2,V3 nV4y naymeHtos
cTapuwe 14 neT Npu HaNMYUM NONHON 6110-
KaZbl NPaBOW HOXKM NyyKa l1ca.

IV. AHomanum

- BonHa «ancunon».

Hannune no3gHux noteHUnanos xenynou-

HeHnem D0C Bneso («-» QRS BI, I, aVF
n «+» B aVL).

nenonapusa- KOB curHan-ycpegHeHHou 3Kl no =1

- JlokanbHoe yBennyeHmne gnutesibHo-
unun/npoBoau- 13 3-x napameTpoB B oTcyTcTBUM QRS

ctm QRS BV1-V3 > 110 mc
MOCTU >110 mc Ha JKIT.
- Yctonumsasa nnu Heyctonumsas KT ¢

Yctonumsasa nnu Heyctonumbasn KT ¢ mopdonoruein 6nokagbl JIHMT 1 oTKNoHe-

V. Aputmun mopdonoruen 6nokagpl JIHMM n otkno- | Huem 30C Bnpaeo («+» QRS B I, II, aVF u

«-» B aVL) unm c HeN3BeCTHON OCbHo.
- KenynoukoBas aKkcTpacucronua =500/24
yaca.

VI. CemenHbin
aHaMHes.

- BHe3anHasa cmepTb B ceMbe B BO3pac-
Te go 35 nert.

- MpeHTndUnKauma natoreHeTMUYeCKom
MyTaLnK, acCoOLUMPOBAHHON UK
BO3MO>KHO accoummpoBaHHom ¢ ALMXK
y OL|eHVBaemMoro nauueHTa.

- BHe3anHasa cmepTb B cembe B BO3pacTe
no 35 ner.

- laHHblE CEMEeNHOro aHamHe3a
(uneHbl cembu ¢ guarHo3zom ALK,
NOATBEPXKAEHHBIMU Ha OCHOBAHUU
[aHHbIX KpUTEpKUEB).

VI3BeCTHO, YTO Pe3y/IbTaThl MATHUTHO- PE30HAHCHOI
ToMorpadum y>ke Ha paHHUX CTasX 3a00/IeBaHMsA I0-
3BOJISIIOT OLICHNTD YBE/IMYEHIE COIEP>KaHIsI XKUPOBOI
u/uny GuOpO3HOIL TKaHU B MUOKAPJE, ee 04aroBoe
PacIonoXKeHue, UICTOHYeHe CTeHOK [17]. B HacTosimee
BpeMsI CUMTAETCS], YTO JAHHBII METOR HAPSAY C AHTHO-
rpaduert IDK u 6uorncueit Muokapza sBisieTcsi 00bex-
TUBHBIM KputepueM auarsoctukn AJITDK [10].
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IIpu 5HOMIOKAPANAIBHOI OMOIICHI UCCTIERYIOT
006/1aCTb COeIMHEHN S TIEPErOPONKIL U IIepeIHell CTeHKN
IDK. Kpurepuem puarnocruxu AIIDK asngerca mo-
Kas3aTe/lb COOTHOLICHMS TO/MY GUOPO3HOIL U XKIPOBOIL
TKaHu B 6uonrare: npy AIIDK moms xupoBoit TKaHu
coctasyset 6oree 3%, a pubpo3Hoit — MeHee 40%. [To
maHHbIM Angelini A. et al. [9] 4yBcTBUTENIBHOCTD 3TON
METOINKI COCTaBIIsIeT 67%, a cneumbmqﬂocm -92%.



B cBs3M ¢ IMPOKMM IIpUMeHeHNeM BeHTPUKYIIO-
rpaduu u MPT Muokapya, BBICOKOI AMArHOCTIYIECKOI
HafIe)KHOCTBIO 9THX METORMK OMOIICHS BCe pexxe Ipu-
Mensetcs gt Bepudukaryn AIITDK n gpyryx 3abore-
BaHUI MuoKappa. Ee nuarHocTudeckas Hafje)KHOCTD,
IO JAHHBIM Pa3HBIX aBTOPOB, HE TIpeBbImaeT 37-45%,
a HeoOXOMMBIii (He MeHee YeM U3 6 y4acTKOB) 3a60p
OMONTATOB CEpP/IeIHO MBIIIIIBI B 06/1aCTI CBOOOIHOIM
crenkn IDK kpaiiHe TpaBMaTudeH A7d MalMeHTa 1
CBA3aH C PUCKOM ITepdOopanyiy 1 TaMIIOHA/IbI CEPALIA.

Jledenne 60npHbIX ¢ AIITDK BK/IIOYaeT B HACTOSA-
Iiee BpeMs MeJKaMeHTO3HOe 11 Xupyprudeckoe. Me-
IVKaMEHTO3HOe JIe4eHNe ABIAeTCA CUMITOMAaTuye-
CKJM ¥ HAIIPaBJIeHO HA YCTPaHeHue U NpOoQUIaKTUKY
JKMSHEYTPOXKAIOIMX apUTMUI, peXXe — IPOABIEHUN
3aCTOHOM CepyieuHoT HefloCcTaTOYHOCTH. [1o JTaHHBIM
Wichter T. et al. [63, 64], B HacToOs11Iee Bpems Hanboee
s dexrusen coranon (83%) B cpaBHEHMN C Bepara-
musoM, (50%), 6eta-6mokaropamu (29%), ammopapo-
HOM (25%). B cny4aax pepakTepHOCTY K Tepanuu
U TIpU BBICOKOM PUCKe Pa3BUTUA CMHAPOMA BHe3all-
HOII CepJIeYHOI CMEPTU IIOKA3aHbl HEMHBA3MBHbIE
METOJbI JIeYeHVsT: MMIUTIAHTALVs lepuOpuisaTopa-
KapAuoBepTepa WM PafmodacTOTHON abmsanuu. Y
GOMBHBIX CO CTOMKMMI IIOTEHIMAIBHO (aTanbHbIMU
JKeTyJOYKOBbIMU apUTMUAMY, 0COOEHHO B codyeTa-
HIU € AUCYHKIMEN eBOTO XKeNyLouKa ¥ 3aCTOMHOM
CepeYHOIl HeTOCTaTOYHOCTBIO, 9 HEKTNBHO XUPYP-
rm4ecKoe jiedeHne — BEHTPUKYIOTOMUS, obecredn-
Balollas MpepbIBaHMe HUPKY/ALUM MaTOTOTMYeCKO
BonHbI Bo30yxaenus B IDK. TpancnnanTarys cepana
MOXXET OBITh PeKOMeH/[OBaHa OOIBHBIM CO CTOVKMMMU
HapyIIEHVSMY WU pedpaKkTepHOIT K JIeYeHIIO IPaBo-
JKENTYOYKOBOI HEOCTaTOYHOCTBIO [2-8].

ITporuos sxusuu y 6ombHbx AITDK saBucur or
o6beMa MOpaKeHNMs M PA3BUTHSA XKUSHEYTPOXKAIOLINX
aputmuit. [lo 20% nereit yMupaloT BHE3AIIHO BO BpeM:
CUHKOIIE OT GUOPUIIIALINY XKeNyH04K0oB. CMepTb MOKET
HACTYIIUTD TAK)Ke OT IPOrPeCCUPYIOIIEli aPUTMOTEHHOI
CepHeYHOIl HelOCTaTOYHOCTY, IVPKY/IATOPHOTO II0KA
um sM60/mmy eroyHolt aprepuu. Hanbomnee BbIcokumit
PUCK BHE3AITHOI CepfIedHOl CMEPTI MMeeT MeCTo Y Jie-
Tell C CMHKOTIA/IbHBIMY COCTOSTHUAMU ¥ CEMEIHBIMI CITy-
JasIMU BHE3AIHOI CepIeIHO cMepTH [2, 6, 13, 17].

Takum 06pa3oM, apuTMOTreHHas! AUCIIIA3VsI IIPaBo-
TO JKETyfi0uKa — OTHOCUTENIBHO pefiKoe 3a00/eBaHe,
ABTISIONIeecs OfHOM U3 IPUYMH BHE3AITHOM CepeyHoil
CMepTH, 0COOEHHO NI} MOJIOfOro Bo3pacta. CBoeB-
peMeHHas IMAarHOCTMKA apUTMOTEHHON AMCIIA3NM
IIPaBOro >KelyLo4Ka, OCHOBAaHHAs Ha KOMIIEKCHOM
UICTIOJIb30BAHNM COBPEMEHHBIX METOJIOB, Ha3HAUeHMe
aJIeKBaTHOTO JIeUeHN A AB/AeTCA BaXXHBIM aCIIeKTOM
B BO3MOXXHOJI POdIMIAKTIIKE BHE3ATHO CepeTHOI
cMeptu. B paspabortke atoit mpobmeMsr HeoOX0AUM
MEXIMUCLUITIMHAPHBII TTOAXON ¢ 00beMHEHIEM YCH-
it CHEeMANTUCTOB PA3HOTO IPOQWIIs, KaK KIMHULIN-
CTOB, TaK ! MOP(OJIOTOB.
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