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Annoramusa. nnonarnyeckre apuTMUM MIPENCTABISIOT COO0I HApYyIIIEHUsT pUTMa U TIPOBOIUMOCTH Y OOTBHBIX 6€3
CTPYKTYPHBIX 3a00JIeBaHM 1 ceplilia WU, TOYHEe, C HEyCTAaHOBJIEHHOW UX MPUYNHOI. TeM He MeHee Py KOMILIeKC-
HOM 00CIeNoBaHUM IPUYMHBI HAPYIIIEHU pUTMa yIaeTcs BBISIBUTE Oosiee yeM B 94% ciydaeB. B nipencraBieHHOM
KIMHUYIECKOM HAOJTIONeHNH TTaliueHT 28 JIeT ¢ karobaMu Ha iepebou B paboTe cepaiia 66Ut HarpaBieH B Dakyib-
TETCKYIO TeparneBTHUecKylo KiIMHuKY nMeHu B.H. BuHorpanoBa ¢ nuarHo3oMm «uayvonaTtuyeckast XejlyIouKkoBast
aKcTpacucTous». [1pu cyrounom MonutopupoBanuu DKI o Xonrepy peructpupoBaioch 14 326 xemymouyKoBbIX
aKcTpacuctoi. [1py pyTHHHOM KapauoJoTHIecKoM 00CTIeIOBAaHNY HE BBISIBIIEHO OYEBUIHBIX IPUINH YACTOU XKe-
JIyIOYKOBOM aKcTpacuctonuu. JlanbpHellee odcaeqoBaHre ObLIO HAINpaBieHO Ha MCKIIOUEHME,/ TIOATBEPKACHUE
MUOKApAWTA U psila TeHETUYEeCKUX Kapauomuonartuii. [Ipy MarHUTHO-pe3oHaHCHOI ToMorpaduu cepaiia ooHa-
pyXeHa 3HauuTeTbHasl MUjIaTalusl MpaBoro xemymouka, a mpu DKI Beicokoro pasperieHust 3aperucTprupoBaHbI
TO3IHKE TTOTEHUUAJTBI KEeTYIOYKOB, YTO B COBOKYITHOCTH COOTBETCTBYET JOCTOBEPHOMY TUArHO3y apUTMOTEHHOM
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nycruiasuyd  rnpaporo kenymouka (AJII2K) cormacHo MexmyHapooHBIM KPUTEpUSIM JMArHOCTUKM 3TOTO
3aboneBaHus ot 2010 r. KpoMe Toro, Ha OCHOBaHUM TOBBILLIEHHBIX B 3 pa3a TUTPOB aHTUKAPAUAIbHBIX aHTUTE U
XapaKTEePHOTO OTCPOYCHHOTO HAKOIUICHHWSI KOHTPACTHOTO TpernapaTa B MUoKapze 1Mo gaHHeiIM MPT muarHoctu-
pOBaH COITYyTCTBYIOIIMI XPOHUUYECKUI MH(MEITMOHHO-UMMYHHBI MUOKapIUT, TIPUCOETNHEHNE KOTOPOTO BechMa
xapaktepHo 1 AJITTK. MUnnonatuyeckue HapyleHUs pUTMa Y MOJIOABIX MAlMEHTOB JOJIKHBI CTAHOBUTHCSI HE
3aKJII0OYMTETbHBIM JUATHO30M, a TIOBOIOM JIJIS TOOOCIEIOBaHMS.

Abstract. Idiopathic arrhythmias are heart rhythm and conduction abnormalities in patients without structural heart
abnormalities, or more precisely, arrhythmias with unknown causes. However, a complex examination of the patient
reveals the cause of arrhythmia in more than 94% cases. A patient, 28, with complains of palpitations, was referred
to our clinic with a diagnosis of “idiopathic premature ventricular contractions”. The 24-hour ECG monitoring
detected 14326 premature ventricular contractions. The standard clinical tests did not reveal the cause of arrhyth-
mia. Further diagnostic evaluation was focused on verification/exclusion of congenital cardiomyopathies and chronic
myocarditis. The heart MRI revealed significant right ventricular dilatation and regional dyskinesia. The signal av-
eraged ECG found late potentials. Thus, there are at least 1 major and 2 minor criteria of arrhythmogenic right
ventricular dysplasia/cardiomyopathy (ARVD/C) according to the modified 2010Task Force Criteria. In addition, a
concomitant chronic immune myocarditis was diagnosed, which is typical for ARVD. This diagnosis was based on
triple elevated titers of anti-heart antibodies and late enhancement revealed by magnetic resonance imaging. Conse-
quently, idiopathic arrhythmias in young patients should not be considered a final diagnosis, but should be a signal
for further careful clinical evaluation.

KiroueBbie ciioBa. ApUTMOTeHHas AUCILIa3Msl/KapAMOMUONATUs TTPABOTo KeaylnoukKa, XeIyaIoukoBas 3KCTpacH-
CTOJIMSI, UANONATHYECKHE HApYIIEHUST PUTMA, MUOKAPINT.

Keywords. Arrhythmogenic right ventricular dysplasia/cardiomyopathy, ventricular extrasystoles, idiopathic

arrhythmias, myocarditis.

BBEJIEHMWE

Kenynoukosast akcrpacuctonust (KOC) — ogHo u3
CaMbIX YaCTHBIX HapyIIeHWi pUTMa, C KOTOPBIM CTajl-
KMBAIOTCI B KIMHWYECKON TIPAKTHKE Bpadyd CaMBIX
pa3HbIX cnielMajbHOCTe. bojiee yeM y 2/3 naluueHTOB
MPUINHOW NAaHHOUW apUTMUM SIBIISIIOTCS pPa3IAJHbBIC
dopmbl umemuyeckoit 6onesnu cepaua (MBC) [1].
Tem He MeHee ZKODC Hepeako BBISBISIETCS Y MOJOIbIX
Juu B Bo3pacte a0 40 net 6e3 pakTopoB pucka MBC.
TTocne mpoxoxaeHrss MUHUMaIbHOTO Habopa 00cieno-
BaHUi1, BKIovaroniero B ceds DKI' B mokoe, cyrouHoe
MoHuTopupoBaHue DKI nmo Xoarepy u axokapauorpa-
duto (Ox0oKT'), BbIsIBIeHHbIE TMOAOOHBIE HAPYILIEHUS
pUTMa OOBIYHO PACIEHUBAIOTCS KaK MAMOTAaTUYECKUE.
TepMuH «MaHONAaTUYECKUE apUTMUM» MOApa3yMeBaeT
HapylIeHWsI pUTMa U TIPOBOIUMOCTH y OOJBHBIX 0e3
CTPYKTYpPHBIX 3a00JieBaHUI cepalla Wi, YTO TOUHEe,
C HEYCTaHOBJIEHHOU MpuunHoii [2]. TeM He MeHee Ha-
JINYMEe apUTMUU SIBJISICTCSI TIPOSIBICHHEM W3MEHEHUS
BJICKTPUYECKUX CBOVCTB CepIlia, Il BEISIBICHUS TIPU-
YUHBI 3TUX W3MEHEHUI MOXET MOTpeOOBaThCS YITIY-
OJIeHHOe 00C/e0BaHUE TTALIUEHTA.

Ilpy ucnonb3oBaHUM KOMILIEKCHOrO IuddepeH-
IIMPOBAaHHOTO TUArHOCTMYECKOTO aJirOpUTMa HO30J10-
rmdeckast Ipupoaa MIUOMATHIECKUX apUTMUIN MOXKET
OBITh BbISIBJIEHA Y @OCOJIFOTHOTO OOJILIIMHCTBA OOJIBHBIX
(94,7%) [3]. 3a «ugmonaTtudeckoit» KDC Moryr cro-
SITb TAKWE COCTOSTHUS, KaK OCTPBIA WJIM XPOHNIECKUIA
MMOKApPIUT, TTOCTMHUOKAPIUTUUECKUI KapauOCKIepO3
(koTophiil Henerko oTauddepeHIUpPoBaTh OT COXpa-
HSTIOIIETO aKTUBHOCTh MWOKAPIWTA), MUOKAPIUOMM-
cTpoduu pa3IMYHOTO TeHe3a (IMCrOpMOHaJIbHAS, TOH-
3UJIOT€HHAasi, TOKCUYecKasi U 1p.), CApKOUI03, 00Je3HU
HaKOIUJIeHUs (aMWIOWI03, TEeMOXPOMAaTo3, IJIMKOTe-
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HO3BI U JIP.), a TAKKe NIMPOKMI CITEKTP TeHETUIECKUX
KapIuoMUONaTUii, TAKUX KaK apuTMOTeHHas IMCIUIa-
3us mpaBoro xenymouka (AHITXK), HekomMmakTHbII
MMOKap/, CUHAPOMBI YIJIMHEHHOTO W YKOPOYEHHOTO
uHTtepBana QT, cunapom bpyraga u np. Jiume nocie
HUCKITIOYECHUST BCeX BBINIEYKA3aHHBIX ITPUIYNH BO3MOX-
HO TOBOPUTH 00 UCTUHHO «uaromnaTuyeckoit» 2KOC.

B nmaHHOIT cTaThe MBI MPENCTaBIIsIeM KIMHUYECKUIA
CiTyJaii, WITIOCTPUPYIOLINIA 3TaIlbl 0OC/IENOBAHMS U Jie-
YeHUs MOJIONOTO TallMeHTa, KOTOPhIi ObUT HalpaBieH
B Daky/nbTeTCKyl0 TEparneBTUYECKYI0 KIMHUKY UMEHU
B.H. Bunorpanosa Ilepsoro MI'MY umenu U.M. Ce-
yeHoBa (masee — OTK) ¢ mMarHo3oM «auonaTHIecKast
KOC» nmns onmpeneneHusl NajabHEWIEl TaKTUKU Bele-
HUSI.

Knunnueckoe nadmonenue. boavnoii 4., 28 ner, mo-
CTYITWJI C KajiobaM1 Ha TIPUCTYITBI yYallleHHOTO Cepi-
1leOVeHsI, BO3ZHUKAWOIIME TIpM YMEpPEeHHOM (u3u-
YECKOW Harpyske, COIPOBOXIAIOIIMECS OBIIIKOM,
TOJIOBOKPYXEHHMEM, MOTIMBOCTHIO; Ha 6O B 00J1aCTH
cepiia KoJTIoIIETo 1 AaBsIIero xapakrepa, 6e3 uppaiu-
alM¥, BOZHUKAIOIIME KaK Mpu (pu3ndeckoil Harpyske,
TaK 1 B IIOKOE; Ha TSDKECTh B 00J1aCTH cepilla, yCUinBa-
IOIIyIOCS TIPY BIOXE; HA PENKUE SMU30IbI MOBBIIIEHUS
aprepuanbHoro pgasieHusi (AJl) ¢ MakcUMaJbHBIMU
uudpamu go 160/110 MM pT. CT.

Cemeiinblil aHamue3 MO KapAUOMUOTIATUSIM HE OTsI-
rouieH. Y marepu (53 JieT) IMarHOCTUPOBAH TpoJarnc
MUTPAJILHOTO KJlallaHa 0e3 peryprutaluuu; CyobeKTHUB-
HO TIPY HEPBHBIX HArpy3Kax ollylaeT nepedou B padbo-
Te cepllia, 1o 3TOMY MOBOAY He obcaenoBanachk. Orelr
(56 71€T) OTHOCHUTEIBHO 300POB.

Anammue3 xcuznu: B JETCTBE YacTO 0OJies aHTMHAMU,
XPOHUYECKUM OPOHXUTOM C 000CTPEHMSIMHU JI0 TPEX pa3
B roj1. TOH3W/UI9KTOMUS He TIpoBonuiack. B Hacrosiee

11



YCIEXU KJIMHUYECKOW MEJIUIIUHBI

BpeMsl TIPOCTYIHBIMU 3abojieBaHUSIMU OOJieeT He Ya-
cto. He KypuT, akoroib He yroTpeoisieT.

U3 anamuesa 3aboneéanus N3BECTHO, YTO B 12-71eT-
HEeM BO3pacTe ObUIM BBISIBJICHBI TPOJANIC MUTPaib-
HOTO KJalaHa, HapylleHus] putMma (MEIULIMHCKOMN
JOKYMEHTAllUM He COoXpaHujaochk). Pusnueckue Ha-
TPpy3KW B TeUEHUE XU3HU MEPEHOCHJI XOPOIIIO, Pery-
JIIPHO aKTUBHO 3aHUMaJICS CMIOPTOM (BoJeli0o1, rop-
HbIE JIBIKW). BhIllleonmmcaHHble CUMITTOMBI MOSIBUJIMCh
4—5 net Hazan (B Bo3pacTe 22—23 neT). Dnu3oabl mo-
BbllIeHUs1 AJl BOBHUKAIOT penKo, pa3 B 4—5 Mecslies,
TocJie TICMX03MOIIMOHAIBHBIX TIEPETPY30K, B OCTaNIb-
Hoe BpeMs A/l He nipessbitraet 150/80 MM pr. ct. [Taum-
€HT ObLUT KOHCYJIbTUPOBAaH B MOCKOBCKOU 00JacTHOM
6oabHuLe B gekadbpe 2011 r., rae npu OxoKI BuisiBAE-
HBI MPOJIATIC MUTPAJIBLHOTO KJjanaHa 1 cTemeHu C pe-
ryprutanmeit 0—1 cremeHu, yMmMepeHHas IujlaTallus
JIEBOTO Xeaynouyka (KOHEUHbI TUaCTOJUYECKUA pa3-
mep (KIAP) 5,9 cM, KOHEUYHBI CUCTOJUYECKUIA pa3Mep
(KCP) 5,0 cMm), dpakuus Beiopoca (PB) 59%, koHeu-
HBI AMACTOJUYECKUI pa3Mep JIEBOTO Xelyaodyka/
romanb mosepxHoctu Tema (KAP JI2K/BSA) — 2,79.
HapyiieHust 1oKanbHO# 1 T100aJIbHOM COKPAaTUMOCTH
JIZX He oTMeueHo.

ITpu xonTepoBckoM MoHuTOpUpoBaHuu DKI 3aperu-
CTpUpOBaHa YacTasl HaKETyI0UYKOBasi SKCTPACUCTONIUS
¢ OJIoKaIol TpaBoii HOXKKY ITy4ykKa [vica B 9KCTpacucTo-
JIMYeCKOM KoMILIeKce. BbIio MpoBeaeHo JeueHue: mpo-
macdeHoH 450 Mr/cyt, OMCOIPOJION 5 MI/CyT, acCIMPUH
500 mr 1/4 TabmeTku, TMaHAHTWH, OVKIO(PEHAK, TpaH-
nakcuH, (eHaseraM. [Ipy CyTOYHOM MOHMTOPMPOBA-
Huu DKI' mo Xonrepy Ha ¢doHe npuemMa npomnadeHoHa
450 mr/cyT 3apeructpupoBaHo okono 10 000 MoHoTOII-
Hbix 2KOC, 3 snmzona mapHbeix 2KOC, 28 snu3onos
MMapHOM KCTPACHUCTONMU (KeTyIOYKOBasi U TIpeacep-
Has), 67 snu30d0B TpureMuHuu. HapyiieHus putma
pacueHeHbl KaK uauonarnyeckue. B nmampHeiiieM 3a
MEIULMHCKOW TMOMOIIBI0 He 00pallajcs, MpomosKal
AMU30IMYECKN MPUHUMATh TporadeHOH. YXyIeHue
caMouyBCTBUS ¢ fekabps 2015 r., korma oTMeTHI yJaie-
HME 3MM30I0B HEPUTMUYHOTO CepAlleOMeHMsI, a TaKkxKe
0oJ1eii B 001acTu cepiiia, KOTOpble KyITMpOBaJIMCh CaMO-
CTOSATENIEHO WJIM TIOCJIe TpreMa KOpBaJiojia M Baumoa.
TocnuranuzupoBan B otmeneHue Kapavonorun POTK
JUTSI OTIpe/Ie/IEHNS] AaJTbHENTIIe TAKTUKY JIeUSHUSI.

Ilpu nocmynaenuu: COCTOSTHUE OTHOCHUTEIBHO YIOB-
JeTBopuTebHOe. HopMmocTeHnveckoe TenocioxeHue,
poct 171 cM, Bec 57 Kr. KoxHbIe TOKPOBBI 0JIEAHO-PO30-
BOI OKpacKu, cyxue, uncthie. [lepudepuueckue oTekn
OTCYTCTBYIOT. B Jierkux jpIxaHve Be3UKY/ISIpHOE, TIPOBO-
JIUTCS BO BCE OTIEJNbI, XpUIoB HeT. YacToTa apixaHus 18
B MMH. TOHBI cep/lia MPUDIYLIEHbI, YaCTOTa CePAeUHbBIX
cokpamenuit (HCC) 70 yo/mMuH, Ha (hOHE MPaBIIBHO-
TO PUTMa BBICTYIIMBAIOTCS SAMHUYHBIE SKCTPACHCTONBI
(4—6 B Mun). AJl 110/70 mm pT. cT. [leyeHb He yBenu-
YyeHa, MpU najbrnanuu 6e3001e3HeHHa, Kpaii Ha ypOBHE
pebepHoit nyru. llluToBUaHAs Keye3a — 6€3 0COOEHHO-

creii. O4yaroBoii HEBPOJIOTMYECKOW CHUMITTOMATUKU He
BBISIBJICHO.

JlanHvle 1a0OpamopHbIX U UHCIMPYMEHMAAbHbIX Me-
modoé o06credosanus. OOWMHA U OUOXUMUYECKUIA
aHaJIU3bl KPOBU, OOIIMI aHAIUM3 MOYUd — Oe3 OTKIIO-
HEHUNi OT HOpPMBbI. [OpPMOHBI TIUTOBUIHON XeJe3bl
U TUPEOTPOITHBIM TOPMOH B Tipenenax pedepeHCHBIX
3HaueHuit. [Ipu snexrpodopese OeIKOB, OOIIEM HM-
MYHOJIOTUYECKOM OOCJIeIOBaHMM OTKJIOHEHWIl He
BBISIBJIGHO: PEBMAaTOWAHBIN (dakTrop, C-peakKTUBHBIN
0enok, aHTUCTpenToau3uH-0, aHTUHYKJIeapHbIi hak-
TOp — OTPULIATEILHBIN Pe3yJIbTaT, aHTUTENA K Kapauo-
sununy u JIHK B ipenenax HOpMBI.

Ha BKT (puc. 1): cunycobiit put™, YCC 62 yn/mMuH,
HopManbHoe mnosnoxeHne DOC. Yacras mpaBoxesy-
JIOYKOBAsI 3KCTPACHCTOJIMSI M3 BBIHOCSILETO TpaKTa
npasoro xenyaouka (ITXK). PO 140 mc, QRS 100 mc,
QT 410 mc, QTc 417 mc. Komruieke QRS B otBeneHuu V,
115 Mc, 3y61ipl 7' 6€3 OTKIOHEeHUH OT HOpMbI. CerMeHT
ST Ha U30JTUHUM.

F"-

-
-

Puc. 1. Daekrpokapauorpamma dosbHoro Y. (28 ser)

ITpu cyrouHom monuTopupoBanuu IKI mo Xoi-
Tepy, NMPOBENEHHOM B OTCYTCTBUE aHTUAPUTMUYECKON
Tepanuu, puT™M cuHycoBbli, cpemtsist YCC 65 yn/mMuH
(YCC muH. 48 yn/muH, YCC makc. 135 yo/muH). 3a-
pErucTpupoBaHO 45 HaIXKeTyIOYKOBBIX SKCTPACUCTON
u 14 326 XKBC, B ToM yucie napHbix (235), 1 564 koMm-
IUIEKCOB ¢ abeppaHTHBIM TpoBeaeHUeM. Habmonanach
anprepHanus 3youa T pu yBemmaennu YCC mo 135 ya/
MMH. B psizie KOMITJIEKCOB peTrucTpUpyeTCs IebTa-BOoJI-
Ha Ha HUCXOMSIIEM KOJIEHE XXeJTyTOYKOBOTO KOMILIEKCca
npu YCC 78—86 B MuH. 151 UCKITIOYEHUST JOTIOIHU-
TEJIbHOTO TIyTH TPOBEACHUsS BBIMOJIHEHA YpeCTuIe-
BOIHAsT 3JIEKTpUYECcKasi CTUMYIISLIMS Ceplia: JaHHBIX
3a JOTMOJHUTENbHOE MpPeaCcepIHO-XKeTyI0UYKOBOE CO-
eNMHEeHWe He MOJTyYeHO.

IIpu TtpaHcTopakanabHOlt OxoKI (mpodeccop
B.I1. CenoB) BbIsIBIEHBI YBEIUYEHUE JIEBOTO MpEACEP-
st (00beM 85 M1 Tipu HOopMe 110 65), MOrpaHUYHbIA
pa3mep mpasoro mnpeacepaust (68 mi). JleBbIid Xemy-
nouek cierka yseiaudeH: KIP 5.8 cm (N go 5,6 cm);
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Puc. 2. MaruuTHo-pe3oHaAHCHbIE TOMOrpamMMbI cepaia ooabHoro Y. (28 sier)
3HAYMTEIHHOE YBEIMYEHUE PA3MEPOB IPABOTO XeIyI04Ka (IByHAIIpaBIeHHBIE CTpesiKK). [ToBBIIIEHHAs TPAGEKYISAPHOCTD
B 00/1acTH GOKOBOI CTEHKU JIEBOTO XKeJIylouKa (ToMorpamma ciesa). OTCpoueHHOE HaKOIIEHUE TaOIMHUS B MUOKAPIE
[IPABOTO XeJNYI0YKa (TOMOrpaMMa cripaBa)

MexCcKesTyqoukoBas neperopoaka 0,8 cM, 3anHsIs1 CTeH-
Ka JieBoro xenyaouka 0,8 cm (N go 1,1 cMm), KOHEUHbI
nuacronnyeckuin oobeMm (KJO) 136 M1, KOHEUYHBIi
cucronnueckuit 06vem (KCO) 66 mit, yaapHbiii 06beM
(YO): 70 mu1, @B 51%. HapyleHuii 10KaabHOM COKpa-
TUMOCTHU HeT. [IpaBblif xenynouek yBeaudeH — 3,4 cMm
(ripu HopMme 10 2,6 ¢M), TOJIIMHA €r0 CTEHKU Ha BepX-
Hell rpaHulle HOPpMbl. MUTpajibHAs U TPUKYCITUIATb-
Has perypruramus 1 creneHu.

ITpu peHTreHorpaduu OpraHoB IPYIHON KJIETKU Ta-
TOJIOTUYECKUX U3MEHEHUI HE OTMEYEHO.

IIpu craHmapTHOM KapauoJOrMYecKOM OO0CiIenoBa-
HUU HE BBISIBJIEHO OYE€BUIHBIX MPUYUH yacTtoin KIC:
noBeilieHre AJl B aHaMHe3€ HOCWJIO 3MU30AUYECKUIA
XapakTep U He MNPUBEIO K Pa3BUTHIO TUIiepTpoduu
MMOKapaa, He OTMEYEHO OCTPOTrO Havajla 3a00JieBaHUsI
U €ro YETKOU CBS3M C MEpPEeHEeCEeHHOU MHbeKrei, Ha
OKT oTCYTCTBYIOT MPU3HAKU OCHOBHBIX KaHAJIOMATUM,
MPOJIAliC MUTPAJILHOTO KJIallaHa HE COMPOBOXIAETCS
3HAUMMOUW MUTPAJIBHOW PErypruTalvMeii; MUHUMAJb-
HOE YBEJUYEHUE JIEBOTO MpeAcepaus MOXET CBUIE-
TeJIbCTBOBATh O JJATEHTHOM MUOKapAMWTE, OMHAKO CaMO
no cede He oObsicHsIeT pa3BuTus KOC. B maHHoOI cu-
Tyauuu (Tem 0oJsiee ¢ y4eTOM MOTPaHUYHBIX Pa3MEPOB
MnpaBbIX KaMep cepaiia mo gaHHeIM DxoKI') Heobxonu-
MO OBbLIO MPOAOIKUTH OOCIeN0BaHUE, KOTOPOE pac-
CMaTpUBaeTCs KaK CKPUHUHTOBOE y MOJOOHBIX 0O0Jb-
HBIX W HAIpaBJIE€HO B MIEPBYIO OYepeb Ha UCKITIOUeHUE
xpoHudeckoro Muokapauta, AIITZK u HeKoMIakTHOTO
MUOKap/a.

ITpu uccaenoBaHUM CHIBOPOTKU KPOBU HAa aHTUKApP-
IUajbHble aHTUTeNa (J1adopaTopusi UMMYHOTHMCTOXU-
muu @eepaTbHOr0 HAyYHOTO IIEHTPa TPaHCIIAHTO-
JIOTUM Y UCKYCCTBEHHBIX OPraHOB MMEHM aKaJeMHUKa
B.W. llymakoBa): aHTUTeNa K aHTUTEHaM siep Kap-
JTUOMUOLIUTOB — HET (B HOpME HET), aHTUTeNa K aHTHU-
redam sHgorenus 1:160 (N go 1:40), aHTuTe a K aHTH-
reHaMm KapauoMuoluToB — 1:40, K aHTUTeHaM IIaAKOU
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Myckynatyphl 1:160, K aHTUreHaM BOJIOKOH ITPOBOJISI-
et cuctemsol cepaua 1:80 (B Hopme 10 1:40). Metogom
nojauMepasHoit nienHoii peakuuu (ITLHP) reHoma BUpy-
COB MPOCTOro repreca 1, 2 Tunos, repreca 6 U 8 TUIOB,
JoureitHa-bapp, reprneca 3octep, LUTOMErajloBUpyca
u napBoBupyca B19 B KpoBU He BBISIBJIEHO.

[ManmeHTy Oblla BBIMTOJTHEHA MarHUTHO-PE30HAHC-
Has Tomorpadus (MPT) cepaua c ragonuHuem (puc. 2).
Bouty moyyeHsl 1aHHbIE, CBUACTEIBCTBYIOIINE O TIpe-
MMYIIIECTBEHHOM TIOpakKeHWHU TTPaBbIX OT/IENIOB Cep/lia,
a TaKKe YBEJIMUEHUU JIEBOTO KeJTyloukKa Mpu COXpaH-
HocTU ero cuctonnueckoi pyukimu: KIP IT2K 51 mm,
KCP ITX 31 mMm. BoeiBogHoii TpakT I12K He pacuumpeH
(pa3MepoM 26 MM) C Y4aCTKOM TUIIO- U TUCKUHE3UM.
KJO TTXK 256 M (N 58—154 M), UHAEKCUPOBaHHBIA
KJIO 120 ma/m?, uro Gonbire 110 mu/m?, KCO TTK
119 Mt (N 12—68 M), YO TTK 137 ma (N 35—-98 mi),
DB ITX 53%, uto Gonblie 45% (N 47—80%). Bepxyii-
ka 12K 3akpyrieHa ¢ mpu3HaKaMu TUTIO- M JTUCKUHE-
3. B paHHIOIO ¥ TIO3IHIO OTCPOYEHHBIE (ha3bl KOH-
TPaCTUPOBAHUSI OTMEYAIOTCS HEPEe3KO BBbIpAKeHHOE
WHTPaMUOKApIUaIbHOE HAKOIUIEHWEe KOHTPACTHOTO
BellleCTBa Ha YPOBHE CpeIHEN TPETH 10 TiepeaHe-Tepe-
TOPOJOYHOI CTEHKE, a TAKXKE «HEXHOE» HAaKOTIJIEHUE 110
snukapay. KAP JIK 56 mm, KCP JI2K 36 mm. KJTO JIK
182 mut (N 52—141 mur), KCO JIK 61 M (N 13—51 mi),
DB JIXK 66% (N 56—78 Mi). OTMEYEHO IOBBIILIEHNE
TpabekynsipHOCTU Mo 6oKoBoIi cTeHke JIZK Ha cpenHeM
YPOBHE C paclpoCTpaHEeHNEeM Ha MEPETHIO U 3aIHIOI0
CTEHKU Ha YPOBHE HUXKHEW TPETH M BEPXYIIKK. Takum
obpazom, MP-kaptuHa pacmupenust nosoctu 12K B
COUYETAaHUM C yJaCTKaMM TUIIO- U TUCKUHE3WUM IO Tie-
penneii cteHke 12K 1 BBIXOAHOTO OTAEa MpaBoro Xe-
nynouka (BO IT2K) cooTBeTcTBOBAjIa 00JIbILIOMY KpUTE-
puro AITTX.

s oueHKM eiile oqHoro manoro kputepus AJTTK
(Hapsiny ¢ ZKDC 6onee 500 B cytku) mpoBeneHa DKI BbI-
COKOTO pa3pelieHusl: BISIBJICHbI HU3KOAMIUIUTYIHbBIE
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MO3AHWE TMOTEHIIMAJIBI KEeJIYI0YKOB IO IBYM KpUTE-
pusim. InutensHocTb Std QRS: 101 mc, Total QRS: 91 mc
(N menee 114 mc), LAST,, 39 mc (N meHee 38 Mc). AM-
nautyna: Total QRS: 61,9 mc, RMS,, 18,3 MxB (N Gosee
20 MxB).

C yyeToM mosnydyeHHbIX B mojb3y AJITK maHHBIX
NalueHT KOHCYJBTUPOBAH TIeHeTUKoM (mpodeccop
E.B. 3akis3bMMHCKas1): CO CJIOB OOJIbLHOrO, CiayyaeB
BHE3aITHOI CMepPTH, OOMOPOKOB CPell POICTBEHHUKOB
He Obut0. Mama (53 roma) cyObeKTUBHO MPU HEPBHBIX
Harpy3kax OIIyIIaeT HapylleHusl puTMa cepaua. He
obOcnenoBaHa. PekoMeHI0BaHO BBIMIOIHUTh MOUCK MY-
TalMii B HanOoJsiee YacThIX T'eHaX, IMONTBEPXKIAIOIINX
Hamnuue AJITTK: PKP2, DSG2; orpaHnuuth pusuue-
ckue Harpy3ku. B HacTosiiee Bpems pedyabraTtsl JJHK-
JIMarHOCTUKY HaXOAsITCs B pabore.

Takum oOpa3oM, Ha AaHHBIA MOMEHT y MallMeHTa
umeetcs onvH 6onbinoi npusHak AITTK (uHaekcupo-
BaHHBI 00BEM MPaBOro Xxeaynouka comee 110 mi/m? B
COYETAaHUM C TUIO- U IMCKUHE3aMU ero CTEHKH IO TaH-
HeiM MPT) u nBa Majbix (4acTast MpaBOXETyI0UYKOBAasI
SKCTPACUCTOJIMUS U MO3JHKUE MOTEHLIMAIBI XETyT0YKOB)
(tabs. 1). B To ke BpemMsi UMEIOTCSI HaIXKeTyI0YKOBbIE
HapylIeHWs] pUTMa B aHaMHe3€, WHTpaMUOKapauaib-
HO€ OTCTPOYEHHOE HAKOIUIEHWE KOHTpacTa Mo Pe3yib-
tataM MPT, yMepeHHO MOBBILIIEHHbIE TUTPHI aHTUKAP-
JMAAJIbHBIX AHTUTE (K aHTUTeHAaM SHIOTENUS U IIaAKON
MycKyaaTypsl B TuTpax 1:160), 4TO CBUIETEILCTBYET B
MOJIb3y COMYTCTBYIOLIEro MuokapauTa. Kpome toro, npu
MPT BbIsIBIeHA MOBBILLIEHHAS TPAOEKYISIPHOCTD JIEBOTO
KeJTyo4yKa, KOTOpas He JTOCTUTaeT KPUTEpPUEB HEKOM-
MaKTHOCTHU, HO B OTCYTCTBUE 3HAUYMMOI CUCTOINYECKON

Tabauua 1

Esponeiickue kputepun nuarnoctuku AJIITK (F. Marcus et al., nepecmorp 2010 r.)

Kpurepun

Bonbmue NPU3HAKH

MaJible NpU3HAKU

1. [no6ansHast/
pervuoHajbHasI
TUCHYHKIMS

U CTPYKTYpHBIE
U3MEHEHUSI

IIpu OxoKT":

1) pervoHanbHas aKWMHE3USsI, NMCKUHE3US
WJIM aHEeBpU3Ma MTPaBOTO KEIyI04YKa;

2) u ooviH WK OoJiee Mpu3HaK (KOHell qua-
CTOJIBI):

— IT2K (nmuHHas och) i

IIpu DxoKT":

1) pernoHaibHasl aKUHE3US WIW TUCKUHE3US TTPABOTO XKe-
JIyI0YKa;

2) u onuH WM 0oJjiee MpU3HaK (KOHEeIl IUACTOJIbI):

— ITXK (amuHHast ocb) 29—31 MM (MHIEKC 16—18 MM/M?),

— ITX (kopotkast ock) 32—35 MM (MHaeKe 18—20 MM/M?),

— uau peruoHaNbHEBIe HapylueHus 34—40%

IIpu MPT:

1) pervoHa bHasl aKWHE3UsI WU AUCKUHE3UST WU TUCCUH-
XPOHUSI COKpPAILIEHMsI IPABOro XKeTyI04Ka;

2) u onvH Uy 60Jee NPU3HaAK:

— oromenune KO ITXK k moBepxHoctu Tena 100—109 mur/m?
(y myxunt) v 90—99 mi1/M? (y KEHILIUH),

— uau OB npaBoro xenynouka 41—-45%

I1. Tucronorus

CoxpaHHble MuOLIMTEL <60% mipu Mopdo-
MeTpuyeckoM aHammse (wim <50% mpu
TOYHOI OLIeHKE) ¢ (GPMOPO3HBIM 3aMeEIICHN -
€M MUOKapaa CBOOOIHON CTEHKM MPaBOTroO
Keaymoyka B i

CoxpaHHble MUOLIUTBI 60—75% Tipu MOpPGHOMETPUUECKOM
aHanuze (50—65% rpu TOUHOM OlleHKe) ¢ (HUOPO3HBIM 3a-
MeIIeHNeM MHOKapaa CBOOOTHOU CTEHKM TMPABOTO Key-
JoyKa B i

I11. HapymeHus
penoispu3anuu

HMuBepcus 3y6110B 7'B MPpaBbIX TPYIHBIX OT-
BeneHuax (V,—V,) wm naneiie y amu crap-
e 14 et (B OTCYTCTBUE MOJHOMI G0KaIbl
MpaBOi HOXKM Mydyka [uca ¢ mumpuHOI
ORSi

1) unuBepcus 3y6uos T B oTBeneHusax V,—V, y i crapuie
14 net (B OTCYTCTBYE MOJIHOM OGJIOKaABI TPAaBOM HOXKM ITyY-
ka Ivuca) umu B V,—V, um B V,;

2) unBepcus 3y6uoB 7' B oTBeneHusx V —V, y nui crapiue
14 net npy HaJTMYUK TTOJIHOU 010K/l MPAaBOl HOXKY TTy4-

ka ['uca

IV. Hapymenus
NeTIoNSIpU3aIm,/
MPOBEICHUS

DICUIOH-BOJTHA (BOCTIPOM3BOINMBIA HU3-
KOAMIUTATYIHBIA CUTHAJ MEXIYy OKOHYa-
HueM KoMIuiekca QRS n Havayiom 3y6ua 7)
B IIPaBBIX IPYAHBIX OTBeAeHUAX (V,—V))

1) mo3nmHUe MOTeHUAJBI XKeTyaI0uKoB (110 1—3 mapaMmerpam)
Ha curHai-ycpenHeHHoi DKI B OoTCyTCTBUE paclIUpeHUus
ORSi

V. AputmMuu

HeycroituuBas uau yctoituuBas Xeaynod-
KOBasi Taxukapausi ¢ Mopdororueit 610-
KaJbl JIEBOM HOXKM Tiydka [vca n BepxHeit
OCbI0 (OTpULIATENIbHBIE WM HEOMpPEAeIeH-
Hble koMIuiekebl QRS B otBeneHusx 11, 111,
aVF v nonoxuTteabHble B OTBeAeHUU aV/L)

1) HeycTOYMBAs WU YCTOMYMBAS XeJTyI0YKOBask TaXMKap-
QST U3 BBIBOTHOTO TPAKTA MPABOTO XKEITyT0YKa WU C MOP-
domorueit 6okaabl JeBOM HOXKU Tydyka [uca v HUKHeM
ochlo (ToIoXuTebHble KoMITIeKChl QRS B otBeneHusix 11,
III, aVF n orpunaTenbHble B OTBeACHUU aVLl) Wiu Heus-
BECTHOW OCbI0;

2) 6osiee 500 XeqyTOUKOBBIX IKCTPACUCTON B CYTKHU (XOJITE-
POBCKOE MOHUTOPUPOBAHUE)
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VI. CemeliHblii 1) AIITXK y poacTBEeHHUKOB IEpBOil CcTe-
aHaMHe3 TIEHW PONCTBA (COMIACHO KPUTEPUSM Idra-
THO3a);

2) AITXK, monTBepxxaeHHass MOPGhOIOTH-
YeCKHU, Y POACTBEHHUKOB MEPBOI CTETIEHU
pPONCTBA;

3) umeHTUdUKALMSI Yy caMOro IalueHTa
MMaTOTEHHBIX MYTallMii C JOKa3aHHOW Wu
BeposiTHOI cBsi3bio ¢ AIITTK

1) AIIITK y poncTBeHHUKOB MEPBOii CTENEHU POACTBA (KOT-
J1a HEBO3MOXHO OTIPENEINTD, YIOBJIETBOPSIIOT JIN WICHBI Ce-
MBU KPUTEPUSIM TUATHO33);

2) BHe3amHasl cepledHasi cMepTh (B Bo3pacTe 10 35 JieT)
Beiencteue mnpenmnonaraemoin AAITXK y poacTBeHHUKOB
MepBOI CTeNeH! POACTBa;

3) AAITK, nonTBepxxaeHHass MOPMOJOTUYECKU WU CO-
[JTACHO KPUTEPUSIM IMATHO3a Y PONICTBEHHUKOB BTOPOM cTe-
TIEHW POJICTBA

JocToBEpHBI [UarHo3: 2 00JbIINX MPU3HAKa; WK 1 60bIIoN + 2 MasIbIX (Pa3IMYHbIX KATETOPUI); WU 4 MaJbIX (Pa3IMUHbIX

Kareropuit).

BeposiTHbIii 1arHo3: 1 60Jb110# Mpu3HaK + 1 Majiblil; WK 3 MaJibIX MpU3HaKa (pa3IuYHbIX KaTErOpuit).
Bo3MoxHBII qrarHo3: 1 00610 MPU3HAK; WM 2 MaIbIX (pPa3JIMYHBIX KATETOPUIL).

JTUChYHKIIMY MOXET paclieHUBAThCs KaK eI1le OMMH Map-
Kep reHeTUYECKOM HETIOJTHOLEHHOCTU MUOKap/a.

Hmak, na ocHosaHuu KAUHUYECKOU KAPMUHbBL, 1A00-
DAMOPHbIX U UHCIMPYMEHMANbHbIX Memodos uccredosa-
HUs nocmaeneH OUAeHO3: «apUTMOTEHHAas MUCILIA3Us
MpaBoro Xeayaoyka» (IOCTOBEPHbIN AuarHos). Xpo-
HUYECKUIl WHMEKIIMOHHO-UMMYHHBIA MUOKapIUT
YMEPEHHO} cTeneHu akTuBHOCTH. [1ponarnc MuTpaib-
HOTO KJIariaHa 6e3 3HauuMoii perypruraiuu. Hapyiie-
HUS pUTMa CepAlla: yacTas MpaBOXeTyqI0uKoBas IKC-
Tpacucroaus. [TuneproHuuyeckasi 6oyie3Hbp | cragum,
2 cteneHu nosbileHus AJl, puck 2.

Hasnauena aHTMapuTMUuecKasl Tepamnus 3Tallu3u-
HOM 75 MTI/CyTKM, OMCOIIPOJIONIOM 2,5 MT/CyT, B Kade-
cTBe 0a3MCHOI Tepanuv XPOHUYECKOTO MHGEKIIMOH-
HO-UMMYHHOTO MUOKapauTa — TUAPOKCUXIOPOXUH
200 mr/cytr. KoHTpoJbHOE CYyTOYHOE MOHUTOPUPOBA-
Hue OKI no XonaTepy mokasauo 4aCcTOTY XKeTyIT0YKOBBIX
akcTpacucTol okojo 300 B cytku (N He 6ojee 200), uto
CBUAETENbCTBYET 00 3(h(hEeKTUBHOCTU MPOBOAUMOTO
nedyeHus. [lokazaHWii K MMIUIAHTAlIMU KapaMOBepTe-
pa-nedudbpwinaropa (MKI) Ha naHHBIA MOMEHT HET.
B manbHeiimeM, ciycts 4 Mecsiia OT Havaja JiedeHUst
TUIPOKCUXJIOPOXMHOM, OBbLJT TPOBENEH KOHTPOJIbHBIN
aHajiM3 KpOBM Ha aHTUKApIUaJbHbIE aHTUTENA, B KO-
TOPOM OTMEYEHa TMOJOXUTEIbHAs TMHAMUKA: aHTUTEN
K aHTUTeHaM siiep KapaAuoMUoLUUToOB — HeT (N — HeT),
TUTP OCTalbHBIX aHTUTeN coctaBua 1:80 (N mo 1:40).
CaMoOuyBCTBUE MAlIMEHTa YIOBJIETBOPUTEIbHOE, MEepe-
6ou B pabore cepaua, 00U He OECIOKOST, JieueHUe
MPOAOIKEHO B MPEXHEM 0ObeMe.

OBCYXJIEHUNE

B mpencraBneHHOM KJIMHWUYECKOM HAOMIONCHUU Ma-
meHT obpatwicd B @TK ¢ amarHo3oM <«umpoIiaTHde-
CKasl XeJTyOYKOoBasi 9KCTpacucTonus». B manbHeriieM,
B pe3yJbTaTe CIEeUUaTIbHOIO A000CIeNOBaHUS, TOMUMO
4acTol MpaBOXKeTyJOYKOBON 3KCTPACUCTONMMU, OblIa 00-
HapyxeHa 3HauuTenbHas qunarauus [1K [4], a mpu OKT
BBICOKOTO pa3pelleHusi 3aperucTpUpOBaHbl TO3IHUE
TMOTEHIMAIbI KEeTYJOYKOB, YTO B COBOKYITHOCTH COOT-
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BETCTBYET JOCTOBEPHOMY TMArHO3Y «aPUTMOTE€HHAsI T1C-
Ia3Usl TIPABOTO XKETYIOYKa» COIIACHO KPUTSPHUSIM Ira-
rHocTuku AJITTXK, monuduimpoBanHbeiM B 2010 1. [5].

AIITX — HacnencTBeHHOE 3a00JieBaHEe MUOKap/a,
XapakTepusylollieecss MporpeccupyommumMm Gudpo3Ho-
>KUPOBBIM 3aMellleHeM TTPaBOro XeJyaoyka, MaHude-
CTHpYIOIIEE KEITYIOUKOBEIMU HAPYIICHUSIMU PUTMA, C
BBICOKMM PUCKOM HACTYIUIEHWS] BHE3AITHOM CepleqHON
cmeptu (BCC) [6; 7; 8]). HacnenoBaHue mpoucxXoauT
10 ayTOCOMHO-IOMUHAHTHOMY THITY, OMHAKO MY>KUH-
HbI 00JIeIOT B 3 pasa yalle, YeM XXEeHIIUHBI. JJaHHas
HoszoJjiorust 6bi1a onucanHa B 1977 r. G. Fontaine [9].
B Teuenue pnutenbHoro Bpemenu AJIITXK 6vuto npu-
HATO CUMTATh peNKOM Kapamuomuoratueit. TeM He Me-
Hee B HacTosillee BpeMsl pacripoctpaHeHHOCTh AIITTK
Mo pa3HbIM JaHHBIM cocTasisieT oT 1:1 000 [10] mo
1:5000 [11; 12]. [Tono6HbIE UG PBI COTOCTABUMBI C Ya-
CTOTOI TaKWX IIMPOKO M3BECTHHIX 3a00JIeBaHUIi, Kak
CHCTeMHas KpacHasl BOJlYaHKa WX TUTIepTpodrudecKast
KapauomuonaTtus. OTIMYUTESbHOW OCOOEHHOCTHIO
AJITX gBnsiercss TO, 4TO HEPEAKO IMEepPBbIM U €IUH-
CTBEHHBIM MPOSIBJICHUEM 3TOM MATOJIOTMY MOXET CTaTh
BCC. ITo naHHbBIM pa3iIuyHbIX HcciaenoBaHuit [13; 14—
17], y 20% mioneii, ymepIirx BHE3alHO B BO3pacTe 10
35 jieT, mpu BCKPBITUM OOHAPYKEeHBI TUCTOJIOTUYECKUE
npuszHaku AJITTXK; cpeny mpuyuMH BHE3amHOW CMep-
™1 crnoprcMeHoB Ha AJIITXK npuxomutcs or 20% no
35% [15; 16; 18]. Takum 0Opa3oM, OYEBUAHA BaXXHOCTh
CBOEBPEMEHHOI JMAarHOCTUKU 3TOTO 3a00JIeBaHUS C
nociaenywoueil oueHkoit pucka BCC, koropas nmeer
OoJbllIoe 3HAYEHUE B OIpeneIeHUU TaKTUKKM BEIeHUS
060s1bHOTO M BhIOOpa criocoba npodunaktuku BCC.

B ocHoBe paszButusa AHITXK, Kak npaBujo, JeXUT
MyTalMsl B T€HaX, KOAMPYIOIIMX OEJKU JIECMOCOM —
CTPYKTYp, 00€CHeunBaIONIMX TIJIOTHBIE MEXKIIeTOU-
HbIe KOHTAaKThbI (XOTS MHOTAA BCTPEYAIOTCS MYTaIlUU
U B HENECMOCOMHBLIX reHax) [19]. BcaencrBue MHoro-
KPAaTHO TTOBTOPSIOIINXCS B TCUCHHE XU3HU CEPIECUHBIX
COKpAIlleHU# TIPOUCXOIUT TOCTEIIeHHOEe pa3o0IeHue
KapIMOMUOIIMTOB B O0OMX XeIymoukaX, HO CTeHKa
II2K wm3HayanbHO 3HAYMTEBHO TOHBINE, YeM CTeHKa
JIK, n moatomy Oojiee 4yBCTBUTEIbHA K pa3pbiBam
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MEXKJIeTOUHbIX cBsi3eil [20]. B manbHelieM mpoucxo-
IUT (PUOPO3HO-KUPOBOE 3aMeELleHUE TOBPEXIASHHBIX
YY4aCTKOB MMOKapiaa, KOTOPbie B UTOTE CTAaHOBSTCS
cyOCcTpaToM [JII Pa3BUTHUS XKeJTyIOUYKOBBIX Hapylle-
HUii puTtMa. Yuactku 12K, TunuuHble ais nokaausa-
IIMA aHeBPU3M U UCTOHYEHUI CTeHKU, (OPMUPYIOT
TaK Ha3bIBa€MbIil TPEYTOJbHUK MMCIUIA3UM: BEPXYIII-
ka IT2K, nputounsiit otoen IN2K u HuxxHe-auadpar-
MasibHast yacTh [12K mos 3aHeit cTBOpKOii TpUKyCTu-
JainbHOro KiaamnaHa [21]. MHTeHCcuBHbBIE (hU3nYeCcKue
Harpy3ku y mauueHtoB ¢ AJIIXK (B ocobeHHOCTH
a’pOoOHbBIE TaKKe KakK 0er, BeJOCIOPT, TOPHOIBIKHBII
cnopt) crnocobctByoT npupocty YCC, ycuneHuio
CEpICYHBIX COKPAIIeHUN U YBEIUUYEHUIO BEHO3HOTO
BO3BpaTa, 4YTO BENET K 00Jiee UHTEHCUBHOMY Hapyllie-
HUI0 MEXKJIETOYHBIX KOHTAKTOB U, CJIeI0BaTEIbHO,
nebroTy 3abosieBaHuUS B 0ojiee paHHEM Bo3pacTte [22].
CnenyeT oOpaTUTh BHMMaHWE Ha JaHHble aHaAMHe-
3a MalMeHTa: OH PEeryjaspHO 3aHUMAJICS CIOPTOM, B
YAaCTHOCTU TOPHBIMM JIbDKaMU, YTO C y4eTOM (hak-
TOpa Tojla M HaJUu4Msl 4acTOW IMPaBOXKETyT0YKOBOM
SKCTPACUCTOJUU B MOJIOAOM BO3pacTe IOBBIIIAIO
BeposTHOCTh AIITTK.

Ha OKIT anexrpuueckas u Mmopdoaornyeckast Heo-
HOPOIHOCTb MUOKAp/ia MOXKET TPOSIBJISITh ce0sT B BUIE
AIICWJIOH-BOJIHBI  (BOCTIPOU3BONMMBIM  HU3KOAMILI-
TYIHBI CUTHAJT MEXIy OKOHYaHUeM KomIuiekca QRS u
HayajoM 3youa 7) u oTpuuarteabHbIX 3youoB 7' B mpa-
BBIX TPYIHBIX OTBeneHMsIX. Kak mpaBuiio, onvcaHHbIe
W3MEHEHUs BOZHUKAIOT Ha 0ojiee MO3AHUX CTaaUsIX 3a-
OoJieBaHMSI, HA PAaHHUX CTaausIX 1eJaecoo0pa3Ho Mpu-
meHeHue DKI BBICOKOTO pa3pelieHus ¢ Leblo 1eTeK-
LMY TIO3IHUX TTOTEHIIMAIOB XeJTyI0YKOB (UTO M OBLIO
CleJTaHO B OMKMCAaHHOM KJIIMHUYECKOM ciydae). [TonHoe
otcytcTtBre DKI-kpurepues AJITXK (3a uckioyeHuem
MO3MIHMX TTOTEHIIMAJTIOB XEIyI0YKOB) HU B KOei Mepe
He HCKJIoYaJo NUarHo3a, a JIMIIb Jejajo ero oosee
CJIOXHBIM (MEHEE OUEBUIHBIM).

Pemaromiee 3HaueHWe B MOCTAHOBKE JUArHo3a
ANITXK wuMmeer mnpoBeneHHEe TaKOro MCCieIOBaHUS,
kak MPT cepnaua, 4to 10Ka3bIBaeT U MpPeaCTaBICHHbI
KJIMHUYECKUI ciiydail. BonpliMMu mpu3HakaMu 3a-
OoJieBaHUS SIBJISIETCSI HAJIMYKME PETMOHATbHBIX AUC- U
aknHe30B 12K B coueranun co cHmkeHneM @B TT2K
meHee 40% wiu ¢ yBenudenueM otHomeHus KO ITXK
K IUTOINAAM MOBEPXHOCTH Tena Gosee 110 mir/mM? y MyxX-
yuH 1 6onee 100 mui/M? y XeHIUH. B nmpencraBieHHOM
KJIMHUYECKUM CiIydyae y MalueHTa OTMEeYaJoCh 3HAUYU -
TesbHOE yBenudeHue oobema I[TK npu coxpanHoit @B,
YTO COOTBETCTBYET OousbiioMmy npusHaky AJITTK. Eie
ONVH TIPU3HAK, CITIOCOOHBIM IMOMOYb MPU YCTAHOBJIE-
Huu quarHosa AJITTK, — yronmeHue anukapauaibHO-
IO XUpa, BOCOOCHHOCTH C «HAIOI3aHUEM» Ha MMOKap]T
ITX, xoTs commacHO AEMCTBYIOIIMM KPUTEPHUSIM Iva-
THOCTUKM JaHHOTO 3a00JIeBaHUs HAJIMIUE ITOTO MPH-
3HaKa He SIBJISIETCSl 00513aTeIbHbIM (€T0 CYMTAIOT HEl0-
CTaTOYHO YYBCTBUTEIBHBIM U CIIEIMGUIHBIM).

Kpome Toro, moMmuMo olieHK1 00bEMOB KaMep cepli-
11a, COCTOSIHUS KJIAlIaHHOTO armapaTa U CUCTOJInYe-
ckoit pyHkiuu JIZK u T12K, MPT nosBossieT OLieHUTh
OTCYTCTBUE WM HalWyue, a TakKKe WHTEHCUBHOCTb
OTCPOYEHHOIO HAaKOIJIEHUSI KOHTPACTHOTO BeIlleCTBa.
IIpu MPT wuHTepnpeTanusi MOAOOHBIX PE3YJIBTATOB
HEOJHO3HAaYHA U MOXET YKa3bIBaThb KaK Ha aKTUBHBIA
MMUOKApAUT, TaK U Ha MOCTBOCIAIUTEIbHbIE U3MEHE-
Hug [23], ogHAKO B COYETAaHUU C MOBBILIEHEM TUTPOB
aHTUKAPAUATbHBIX aHTUTE JAHHBIM MPU3HAK MOXET
OBITh MUCTIOB30BAH AJISI AMATHOCTUKUA MUOKapauTa. AB-
TOPBI HacTosIIEl pabOThl CUMTAIOT NpoBeaeHue MPT
00s13aTeIbHBIM Y BCEX MALIMEHTOB C MPaBOXETyI0UYKO-
BbIMU HApYILIEHUSIMU PUTMA C LIEJIbIO MMOATBEPXKIAECHUS
60 uckiaodeHus nuarHo3a AITTK. BaxxHbiM siBsieT-
cs BeinosiHeHue MPT no uMmiaHTauuu KapauoBepTe-
pa-aedudbpuLIgTOpa, KOTOpas AejaeT 3TO UCCIeNoBa-
HUE MPoOIeMaTUYHBIM (XOTSI HEKOTOPbhIE COBPEMEHHbIE
monenu UKJI asnstorcss MPT-coBmecTuMbiMu). B Tex
cyyasix, KOrma yCTPOWMCTBO YXe WMIUIAaHTUPOBAHO,
3aMeHoll MPT MoxeT cTaTh MyJbTUCTIUPaTbHAsT KOM-
MbloTepHasi Tomorpadus cepaia.

M3BecTHO, YTO reHeTUYeCKHE KapAUOMUOIIaTUU MO-
TYT COYETAThCS C MUOKApAUTOM, UMeHHO s AITTK
9TO HauboJiee XapaKTEPHO: MPU TUCTOJOTMYECKOM UC-
CJieMOBAaHUM aKTUBHBI MUOKApAUT OOHApYXKUBaeTCs
6onee yeM y 40% malLueHTOB ¢ BepuDUIUPOBAHHOMN
AJITXK, a numdouuTapHass MHPUIbTpaLUs, HE O0-
cTUramomas KpuTepueB akTUBHOIO MUOKapauTa, 00-
Hapyxusaetcsa B 90% [23; 24]. AHK xapaunoTpoImHbIX
BUPYCOB, MO HEKOTOPHIM JAaHHBIM, YAA€TCSl BBISIBUTH
y 100% mamuenTtos [25]. [To-TipeskHEMY HET €IMHOTO
MHEHUS Cpelu 3KCMEePTOB OTHOCUTEIBHO TOTO, YTO
SIBJIIETCS MIEPBUYHBIM 3B€HOM B MMaTOTE€HE3€: TeHETU-
YeCKU U3MEHEHHBbI MUOKap/ CTAHOBUTCS OJIaronpu-
SITHOU MOYBOU TSI pa3BUTHUS COMYTCTBYIOLIET0 MUO-
KapauTa Uy Xe, HA000pOT, MUOKApIUT CIIOCOOCTBYET
peau3aly aHOMaJIbHOU TeHETUUECKOW MpOorpaMMBbl.
ITony4uTh OMHO3HAYHBIA OTBET HA 3TOT BOMPOC BPSI
JIU YyOacTCs, OJHAKO BaKHOCTb NUArHOCTUKUA U Jie-
YEHHUS COMYTCTBYIOIIEro MUOKApAUTa y MAlMeHTOB
¢ ANITXK oueBumHa. ComyTCTBYIOIIUIA MUOKAPAUT
MOXET CYIIECTBEHHO YTSIKEISATh TeUeHue OOJIe3HU:
YCYryOJIsiTh MMEIOIIMECS HapyllleHWsT pUTMa U CIO-
COOCTBOBaTh BOZHMKHOBEHUIO U MPOrpeCCUPOBAHUIO
CUCTOJIMYECKON TUCHYHKIIUU KaK MPaBOro, Tak U Jie-
BOTO XeJyAOYKOB cepAla. B mpencraBieHHOM KJIUHU-
YeCcKOM HaOJI0JeHUU TUarH03 COMyTCTBYIOIIEr0 MUO-
KapauTa ObLT MOCTAaBJIEH Ha OCHOBAaHUU TOBBIIIEHUS
TUTPOB aHTUKAPAWATbHBIX aHTUTE B KOMOMHALIUU C
OTCPOUYEHHBIM HaKoILIeHUeM KoHTpacta npu MPT, a
TaKKe MpU JajbHel1eM HabIoIeHU, HAa OCHOBAaHUU
addekTa or 6a3UCHON Tepanmuu TUAPOKCUXITIOPOXU-
HOM B BUJIE HOpMaJnU3allu1 TUTPOB aHTUKAPAUATbHBIX
aAHTUTE.

Kak mnpaBuno, auarHo3 AJITXK accouuupyer-
cd Yy CHNEeUUaUCTOB C arpecCUBHBIM KIMHUYECKUM
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TeueHWeM, BKJIIOUAIOIIUM B ce0sl KU3HEyTpoxKalolye
JKeJTyIOUKOBbIE HApYILIEHUSI pUTMa, CUHKOTAJbHBIE CO-
CTOSIHUSI, OCTAHOBKHU cep/lia BaHaMHe3e. TeM He MeHee
He cliedyeT 3a0bIBaTh, YTO CYILIECTBYIOT KJIMHUYECKUE
dopmbr AIITTK, npu KOTOpbIX NMOAOOHBIE HAPYILIEHUS
pUTMa OTCYTCTBYIOT (CYLIECTBYIOT JaXe «HeapuTMuue-
ckue» popmbl AIITTZK, 4TO HE MPOTUBOPEUUT KpUTE-
pUSIM IMArHOCTUKU 3TOro 3adoseBaHus ). OnuUcaHHbIN
KJIIMHAYECKMI ClTydaid — IpKO€E MPOSBJIEHNE JTaTEHTHOMN
apuTMHUYECcKO (hOPMbI C U30JMPOBAHHON MTPaBOXETY-
JIOYKOBOM 3KcTpacuctoaueit. Ha ceromHsIHuii neHb
B MUPOBOI TMpaKTUKe OTCYTCTBYET €luHasi OOLIenpu-
HaTasa knaccudukauusa AITJIZK, omHako Ha ocHOBa-
HUM MHOTOJIETHero HaboneHus: B TeueHue 10 jeT 3a
nauureHTaMHu (B HacTosilee BpeMs Mo HabI0AeHUEM B
KJIMHMKE HaxoauTcs nopsiaka 50 yejnoBek ¢ AMarHo30M
AJIITXK) B ®TK npeanoxeHO BHIIEIWTH CIEAYIONINE
dopmbl 3a60seBanus [26] (Tab. 2).

Tabauya 2

Knaccundukanus ATTXK, npeanoxeHHas HA OCHOBAHUM
MHOT'OJIETHETO HAOMIOAEHNU 32 MALMEHTAMH, HAXOIAIMMUCH
Ha neyeHnn B DaKyIbTeTCKOIl TepaneBTHIECKOi KIMHUKE
umenu B.H. Bunorpanosa Ilepporo MI'MY
umenu M1.M. CeyeHoBa

®opma Bapuantsi
1. Tunuunas A. M3onupoBaHHasi TpaBOXeTyI0UKO-
(namenmuas Bast SKCTPACUCTOJIUS 6e3 MUOKapauTa
apummuyeckas) | Bb. HeycToitumBas xenymodykoBasi Taxu-

Kapaus 0e3 MuoKapauTa

B. UzonupoBaHHast MpaBOXKeyI0u-
KOBasi 3KCTPACUCTOJIMSI/HEYCTOMIMBasK
KEJTyIOYKOBasI TaxXWKapAus ¢ MUOKap-
TIATOM

2. Pazeepnymas
(apummuueckas)

A. YcroitunBasi XenymoykoBasl Taxu-
Kapausi 6e3 AuaTalluy MPaBOTO XKey-
JlouyKa 6e3 MuoKapauTa
B. YcroituuBasi XkenyaoukoBasi Taxu-
Kapaus ¢ Awiatalueil mpaBoro keiy-
nouka 6e3 MUoKapauTa
B. YcroituuBas kemymoukoBasi Taxu-
Kapausi ¢ MUOKapaIuTOM

A. WM3onupoBaHHas TpaBOXETyIOUKO-
Basl HEMOCTAaTOYHOCTDb 6€3 MMOKapIuTa
b. BuBeHTpukynsipHasi ~ HEIOCTaTOY-
HOCTb 0€3 MUOKapauTa
B. buBeHTpukynspHas
HOCTh C MUOKAPIUTOM

3. C npoepec-
cupyroujeti
cepdeuHoli Hedo-
CMamo4HoCmbio
HEIOCTaTou-

JaHHas kjaaccugukauus TPeacTaBisieTcsl KJIMHU-
YeCKU U MaTOreHeTUuYeCKu 000CHOBAHHOM, MOCKOIbKY
BHYTPU Hee MPeayCMOTPEH Mepexon K 00jee TSKeIbIM
BapvaHTaM BHYTPU OAHOI (DOPMBI, Mepexon OT OJHOM
(GopMbI K ApYyroi, a Takxke YYUTHIBA€TCS OTCYTCTBUE
WIKM HaJIMuue COIyTCTBYIOLIEro mMuokapauta. Kpome
TOro, MpUYUCIeHNUEe MalMeHTa K TOW WJIU UHOW TpyrIe
B JaHHOM KJlIacCU(UKALIMU, TIO CYTHU, SIBJISIETCS Hauaslb-

CEYEHOBCKHWI BECTHUK  Ne 1(27) 2017 .

YCIEXU KJIMHUYECKOW MEJIUIIUHBI

HBIM 3TanoM cTpaTudukanuu pucka BCC u oueHku
nokazanuii K MKJI.

IlepBocTeneHHol 3agayeil B BeIeHUU MALIMEHTOB
¢ AITXK gsnserca npodunaktuka BCC, mockoibKy
OTJIMYUTEJIBHON OCOOEHHOCThIO JAHHOW HO30JIOTHU
SIBJISIETCS UMEeHHO BbIcOKUil puck BCC, B ToM uyucie
U Ha CaMbIX PaHHUX CTaausx 3adoseBaHusi. Ha ceroa-
HSIITHUM eHb PEKOMEHIAIMKU 10 MMIUIAHTAluU Kap-
nuoBepTepa-aepudpusisatopa namuveHtam ¢ AJITTK
3By4YaT CJAeayoIuM 00pa3oM:

— UK pexomendosana nauuentam ¢ AIITXK c on-
HUM U 00Jiee SMU30[0M FeMOIUHAMUYECKU HECTaOWIIb-
HOIt ycToMuuBO# XenynoukoBoii Taxukapaueit (KT)
umn ubpwuiaimein xenynouko (PXK) B aHamHese
(knacc 1);

— UK pekomendosana naunentam ¢ AJAITTXK c -
XeJoi cuctonmueckoii nucdynkumeit (OB menee 35%)
TTX, JIZK nnu o60oux XenyaoukoB, HE3aBUCUMO OT Ha-
Jnuust aputMmuit (kiace I);

— UK doaxcna 6bims paccmompena sl TauueH-
ToB ¢ AJIITK ¢ ogHUM U GoJiee 3MM30I0M TeMOAMHA-
MUYECKU cTabuiabHOUl yctoitumBoil KT B aHamHese
(knacc I1a);

— UK doasxcna 66imo paccmompena Ajsl NalilueHTOB
C «OoNBIIMMU» (paKTOpaMU PUCKA, TAKUMU KaK HEOOb-
SICHUMBbIE OOMOPOKU, yMepeHHasi TUChHYHKITUST XKey-
noukoB, HeycrorumBas KT (xiacc 11a) [6];

— UK moxncem 6vimo paccmompena st NaliueHTOB
¢ AITXK ¢ «<ManbiMu» hakTopaMu puUcka mocie Tiia-
TEJIBHOTO OOCYXIEHUST OTHAJIEHHBIX PUCKOB W TIOJIb3bI
ot UK (xnacc IIb).

K «manbim» (hakTOpaM pricka OTHOCAT, B YaCTHOCTH:

— MyXckoi ron [27—28];

— KOMOWHMPOBaHHYIO (KOMITayHA-MyTallys) WIN
JMUTEHHYI0 MYTaIMIO B TETE€PO3UTOTHOM COCTOSTHUM B
reHax, KOoUpymoLIux 0eaKku recMocom [28];

— TMOCTaHOBKY AMarHo3a B MOJIOJOM Bo3pacTe [29—
301;

— uHaykuuio KT, @XK npu nmporpaMmMupoBaHHOM
CTUMYJISILIMU XenyaoukoB [31; 32] (maHHBIiA BOMIPOC SIB-
JISIETCSI IUCKYTa0eNbHBIM [7]);

— HaJM4YMe 37eKTpOaHATOMUYECKOTO «pyoLa» [33];

— MOsIBJIEHUE OTpuLIaTebHOro 3yoia 7 6ojee yeM B
TpeX TPYIHBIX OTBeACHUIX Win nosiieHue ero B 11, 111,
aVF (kak MUHUMYM B JABYX U3 TPEX YKa3aHHBIX CTaH-
JIapTHBIX OTBeAeHUi) [29; 27; 34];

— Hu3Kuii Boisrax QRS [34];

— pacierieHus koMruiekca QRS (3a3yOpuHbBI B Ha-
yajie koMmriekca QRS, Ha ero BeplIMHEe WX B HUXKHEM
JacTu 3y6ua S mbo B oTBeneHnu V|, mnbo B ABYX 1 60-
Jiee Ipyrux oTBeNeHusx) [34].

VY mnauueHTa ONMMCHIBAEMOIO KJIWHUYECKOTO CIy-
yasi Ha CeTOMHSIIIHUI IeHb OTCYTCTBYIOT IMOKa3aHUsI K
MK]I, NOCKONBKY Y HEr0 He 3aperucTpupoBaHbl MpPoO-
o6exku KT, HeT cMHKOMNaJIbHBIX COCTOSIHMIM B aHAMHe-
3e, cuctoianueckas ¢pyHkuus IT2K octaetcs B peaenax
HOPMaJIbHBIX 3HAUYEHUI, HECMOTPsI Ha 3HAYUTENBHYIO
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ero aunaTtauuio. Tem He MeHee 3TOT U IPYTUe MalueHThl
¢ AITTXK HyxXnawoTcs B 00513aTeIbHOM JUHAMUYECKOM
HaOJMIONEHUN U PEryJsSIpHOl IepeolleHKe (HaKTOpoB
pucka BCC, mockosbKy Mo Mepe MporpeccupoBaHUs
3a00yieBaHUsI MOTYT BBISIBISITbCS HOBbIE KIIMHUYECKUE
MPU3HAKU.

CrnenyeT OTOENbHO MOMYEPKHYTh BaXXHOCTh I'eHE-
TUYECKON auarHocTuku y mnamueHToB ¢ AJIITXK, mo-
CKOJIbKY OMpeeeHHbIe MyTalluU COMPSIKEHbI ¢ OoJiee
BbICOKMM prckoM BCC u B coueTaHuu ¢ Apyrumu pax-
TOpaMM MOTYT TOBJUSATh Ha PEUIEHUE O HEOOXOMMMO-
ctu UK/ [28]. B COMHUTENbHBIX NMArHOCTUYECKUX
caydasix oOHapyXkeHue MyTalM MO3BOJISIET MOATBEp-
JIUTh JUAarHo3 (XOTsS Ha CErOAHSIIHWI IeHb U3BECTHBI
He Bce TeHbl, accouuupoBaHHble ¢ AJITT2K, moatomy
a0COJIIOTHOE 3HAUEHUE UMEET JIUIb TMOJOXUTETbHAS
nuarHoctvka). Kpome Toro, BbISIBJIEHHE MYTallud y
npobaHaa BIEUYET 32 COOOI reHeThyeckoe obcienoBa-
HUE YJIEHOB €r0 CEMbU, YTO B KOMOMHALIMU C UX MPU-
LIEJIbHBIM  1000CIENOBAaHUEM CIIOCOOCTBYET BbISIBIIE-
HUIO HOBBIX OOJIBbHBIX U 30POBBIX HOCUTEJEN MyTalluU.
B onucaHHOM KJIMHUYECKOM Cllydyae TMarHo3 «apuTMo-
TeHHasl AUCIUIAa3us MPaBOro XeayloyKa» He BbI3bIBAECT
COMHEHUS, TeM HE MEHee MalMeHT ObLI MPOKOHCYJIb-
TUPOBAH reHeTukoM, pedyasraTbl JHK-auarnoctuku
HaxoIsTCcs B paboTe.

3AK/IIOYEHUNE

Takum o6pa3oMm, uaMONAaTUYECKHWE Ha TepBbIi
B3MJISIA, HapylleHWsT pUTMa y MOJIOAbIX MallMeHTOB
JOKHBI CTAHOBUTBLCSl HE 3aKJIIOUUTEbHBIM AMarHO-
30M, a CMTHAJOM K TIIATeJIbHOMY U BCECTOPOHHEMY
noobOcnenoBaHuio. B ciyyae mpeBaiupoBaHUsl MpaBo-
>KETYIOUKOBBIX HapyIIEHUI pUTMa CleayeT, B MEPBYIO
ouepenb, 3aaymarbcsi 0 BodmoxkHoit AIITTZK. Bto ka-
CaeTCd HE TOJIbKO MalMEeHTOB C YCTOWYMBOM WJIM HE-
YCTOMYMBOUW MPaBOXETyTOYKOBOW TaxuKapauei, HO U
OoJIbHBIX C M3onupoBaHHOW KO, ropaszno 6osee ya-
CTBIM BUJOM «MAHOMNaTUYecKoi» aputMuu. CBoeBpe-
MEHHasl AMarHocTMKa 93TOro 3abojieBaHMsI KpaliHe
BaxkHa, nockojibKy AIITT2K accouunpoBaHa ¢ BHICOKUM
puckoM HactymiaeHuss BCC, B ToM yuciie U Ha caMbIX
paHHUX cTaausx 3adojeBaHusl. OCHOBHBIMU METOIAMU
nuarHoctuku AJITTK sasasitoress oobruHas DKI, DKI
BBICOKOTO pa3pelleHus], CyTOYHO€ MOHUTOPUPOBAHUE
OKI' no Xoatepy, MPT cepaua; BaxXHylO AOIMOJIHU-
TeJbHYI0 MHOPMALIMIO MOXKHO MOJYYUTh B pe3yJibTaTe
TeHEeTUYECKOU TUarHOCTUKMU.

ITpu noareepxneHunu auarHoza AIITXK crenyet ore-
HUTb PUCK BHE3AMHOM CMEPTU, HA OCHOBAHWUM Y€T0 MpU-
HATh pewieHue o Heooxonumoctu MKJI. Kpome Toro, He
ToabKo nauueHtam ¢ AJITT2K, Ho 1 BceM O0JIbHBIM C Xe-
JIyTOYKOBBIMU HApYLIEHUSIMM pUTMa HESICHOTO TeHe3a
JIOJKHA TIPOBOAWTLCS AUArHOCTHMKA MUOKapauTa, Ipu
MOATBEPXKIEHUU KOTOPOTO HEOOXOAUMO Ha3HaueHue
MMMYHOCYNPECCUBHOM Tepanuu, MOCKOJbKY aKTUBHBIN

MMOKApIUT MOXET KaK YCYryossiTb MMEIOIIUECs Mpu
KapAMOMUOMIATUSAX HAPYLIEHUS] PUTMA, TaK U SIBJISITHCS
UX HETTOCPENCTBEHHOM NMTPUYUHOM.
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